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Pt GBM itk o HufA 5t GBM HLARTIE 8 X UF Goodpasture JiE B HE D% EIHH)
ML AT A 72 OEBEOIRIEE LCHEHATH A, 72, ViGBMPUkE =% —9 5% 2 L3Pt GBM Hifk
IR 25 15 X OF Goodpasture JEfEEEDFIRDIGIE L 2 2720 FEHTH 5.

- J

CQ 4 BLEH(E RPGN DEEASIZRET BIcbICERN ?

CETIVENED ML RPGN ORE S R RET A7-OICHEHTH A, 72721, HRICE DV ETF#H
(CRBES DA N T X — 7 — D - SRS EETH L.

CQ 5 ANCARH#(IFEZTHEY) D pauci-immune B RPGN (FRHR/MMER) (& ANCA B3 RPGN & EROBEHIHFE TN ?

ANCA &t (ITF #:C b Ba1E) @ pauci-immune B! RPGN OiE#E 2B L CTld ANCA Bk
BNZHE U7 imiE R HEdE 5 4.

N v
CQ 6 PR3-ANCA 24 RPGN & MPO-ANCA ! RPGN DBEIXEI U TEULID ?
ANCA BH:#E % RPGN O@EIGE#EICE L ClE, ANCADOY 774 750 L ERIEB LY
TR EE R (2 M U iR R SR 5.

- J

CQ7 S ANCA BSER RPGN BETI(E, IFSEHEICHT ZEEICHNT/EEDOREHNED ?

TEZIVEIIE ANCA RS RPGN OEBICKE L ke ClIIEmln s & L LEISED ) A 7 735
LIOFEESVETHY), HEEE(70RA 77 I FBLURIBREATOA N ORS5BOHED 5
WIIIERE Ry 70 R A7 7 I F)OEHE#EZ L2 L R &2 HERT 5.

- J

xi
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CQ 8 EIBRBERATOA RREWEERICLDIHEEI, RPOGN DBEFERS LU EGTFRDUEDDICHEINZN?
ANCA 1 RPGN 126§ 2 #0E# & LT, haEs Ll E oI 7 3 FHERIE R H A
7O FEEMREIL, BPR - AaTRedaES s, LarL, REMHELOFHRES; L VAR TH
L7, BIEREAT O A FEEMIREI, REIHEEOMDPH T L 2wl IheiElRd 5.
RPGN # £ ¢ % )V — 7 AF (VI & MEO—H) I2x3 2 e s LT, hiEaED
FOROT7IEHERIE R E A 7 0 4 FEEMREL, BPRBLOEGTREZUET S, 2720, B
MEIZEGEHA L VAN TH Y, BIFREA T O A FEBMUREL, EHZEOFHIT L L 2vwihe
R, ChzadEdEd s,
$t GBM HufhH! RPGN (23§ 2RI BB A 7 1 4 FEEMGHRIE, BT7&RS X UG
TheET SRS DH 5. REMEEOFHIE L LS, RENTEOR TP L 20EE
(&, FIEREATOA FEE MO HIHER I NS,

CQ 9 RGN{BABICBIZRIBREATOA REELT, BOREEHT I ABEHADE L5, ETES LUEGTROYENDICERESNEN?
ANCA B RPGN 12 BT, BROETHE BRI REZ G WIGE, 50T
fitbIn 7 EOEE LR EHEIHET ) BEIC, BHEAT O 2OV ABEANOROREIE R EA T A N3
DBIMEZEELTDH L,
W—TAERIZEL D RPGN IZB VT, BROMEITHIE B O R H- IS,
H B\ — T ARM L7 EOBEE LR EIEIHEL ML BA I, BHEA T O A4 ROV AHEA
OREOEIE R EAT a4 FEOBMEHERET 5.
Pt GBM HUfE% RPGN I2B Wi, iM% £ Goodpasture JEBEHETIE, LTk
RUEFESEL20, BROBECLPPDOTEHEAT O A K70V AEEEHERT 5. iz kb 2w
FHAI T, —MRICEROETIIZETH 5720, BEHEERNEIHGCERVWEAZHRVT, BORE
REATOA FEOBINZHERS S,

CQ 10 RPGN O#IEFAEE U T REIIFEIIBHE TR B I UERTREZNEZ TN ?
ANCA & RPGN O#liG# & L CHRIZEMHERIIERET R L OCEGaTHREUET
5. D728 ANCA I RPGN OFIIGEHE L LC, RIBKREAT B A FEIIMA TRIZIHIZE OB H % #
"D,
R A KRR (SLE)RPGN O IR & L CREmHEIE, B rrB L 0 EaT
A

BEUHET L. ZOLORIEEEAHEL(SLE)RPGN OMHliGH & LT, BIBEKREATH
BIIHIZE O PR 2 2§ 2.

$it GBM iR RPGN o @i ik & L CHREMFIZF IS Ed T Re s+ 5 W aelksr
5. ZO7:HPt GBM HrfER RPGN O#IHiG# & LT, BIBREA 7 O A FEIZMA TRIEMHIZED
wAELET S,

FEEIZMZ TH

CQ 11 RPGN [EY70ORRT 7 X RZHRSTIHE, ROLHIDESSNBREFROLUEGTRZUETIN?
RPGN I2¥ 7 0 AR A7 7 I NG9 556, RO LEETEHRET RS XL U0EaT

RIZEZRO R, WL L SBRETRB LU EaTREUET 5.

Xii



CQERT—HMXV b - HRILU—FDFRED

LSBT LB RPGN I8 U T REIIHIB A R BT 4O SULRPRERET BIhICHES NN ?
SUTHEBHT AL B 4 RPGN 05 5, ANCA Btk RPGN 5 & 001 — 7 X B 45 Tl i
BB T B L O G T RERES ¢,
$ii GBM #LK7 RPGN T SeIE SR % 61T L C b B P B OUHIEAD & LI
DB, WA GBI & T T BT T Foab ST I 2 e 5 5

- J

CQ 13 UYFIYTERPGN DBEFEBLVEGTFRENE T DIHICHESINDIN?
ANCA B RPGN (Zxf 3 2 0iEHR E LT, VY F U7 ERIBREATOA FED
BRI, BPRBLVEGTRELETAURENS L. 020, BIERZ &I & ) BEFEGREIITZ 7
WORBEFIRES I RA T OYE, 5 WIEHEE DRI ANCA Btk RPGN 12K L, Th iy
5*
RPGN #2425V — 7 ABEROBEHENHFRLE LT, VX7, BPkdd0iE
e FPHhEUETLEOTHRIET Y RE R VA, EPISEREDS 2 WIEEICIEEE LT X (R0
HZL).
Hi GBM HifA%I RPGN 1283 2 1) v 2= 712 X 2 WAL, BT hd 5\ I3460
FHRENLET L ORI ETV AX R\,
TECBUE, Vv FR U TIE, BEMEEN S EINE £ (MPA) B X OV B IE MR IEAE (GPA - IHA
Wegenar WFEIEE) O HGE (BEAAHE CRIREANT O 0BAEENER, 5 0IEFEEEZEY ETHE) 12
xt L COARBEHD Y .

CQ 14 mEEREEG RPGN DBHEFRBIUEMFREZNE T B IHICHEINDID ?
HE R BREERH N & % &0 L72 ANCA B RPGN T, BHEfE P2 UET 5
WREMEDSH 5 720, ML OB 2 SRS 5.
RHESIRE CIHRIERIR AT 57 T o 72 IEE AT RPGN OV — 7 A 45) TILE R T
BBLOEGTHRESGET 2 WD H 5720, MERHELE Y ELT7 7 2 LY AEEOH R T 2.
PUGBM PUARI RPGN T, BHERET B L MEG TR EUGET A WHEMEDLNH 5720,
MEELIIE OB 2 HELET 5.

CQ 15 HMEEFEPHIVIWREDEE RPGN OB FERB LFULEGTRZNET BIcHICHESNSZN?
AT — b oA 2 b BB ERE LU MR, HIMEZE O % W& 12 RPGN OF Fib L UEa Pk z
S B RN D B
HIMIRZED 2 W62, RPGN DR & L CHUSBEFRER UL IMUREE ZER T 5.
HIMIRZE D B DN 5 561, RPGN DG & L T OHUEE B 3R PUIL/ ORI 13422
LW,

- J

CQ 16 #EoOTY VAREFIEEIF, RPGN DBEFESLULGFRZNWET DIcH(CHESNDIH ?

T 7)) v REEERTL, RPGN OB FHB LM EGTHREEET S L0145
I YT Y AE RS, ANCA BIRPGN IZBWT, HHEGIH 5 W IZERERGE 2 & O RS IHE O Bf
FICE ) SHERIE R E A 70 A FEE & QR IHIZE O B S X 2 G A5 S it N 8 2 5 6 12135
&L T X (PREE AL .

- J
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CQ 17 RPGN O#ffEAE UCRIBRERTOA FEIBRETESIUEMTREZNEIT DN ?

ANCA %! RPGN OFEFHRIEIC BV CRIT R EA T 10 4 FEITERE RS L OEAT
HBAEWET D, TD7H ANCA B RPGN OFfEFHRE L L CRIBREA T A FELHERT L.
FIEBA AR RPGN OV — 7 AE %) MEFRHRE IS B W CHIBREA T4 ML, Bk
RETmB L UOAEMTHREWET L. ZOORIEEGHER RPGN OV — 7 A R) OfffRpd & L CRIT R
BATUA FELAHERT D,

Ht GBM HUfA%I RPGN O#EFHEEIZB VT, 6 7 AREORIB R E A 704 FEEOHxS-
TERETRB L OEGTREYGET 5. 2072000 GBM HL/A% RPGN O & L CRIEREA T
O A FEOKG 2 HLET 5.

CQ 18 RPGN D#EFEEEICRTOA REEFEDLSVDR—ATREITNEN ?

RPGN OMENEHEBZICB VT, WEEZRRY) SHEBUMIZ T L F=va V#5820 mg/
HRMEF THEL, ZRLUMEIETL Fov o VB T08 mg/HU T OR—ATHET S 2 & 24 5.

&

CQ 19 RPGN DA S U CREINFIREBRETRO L UEGRTFRZNET DN ?

ANCA B! RPGN DH#EFHERIEIZ B\ CRIZIIHIZIXERE T 2B L MEGPREIGET
5. Z?D7z28 ANCA B RPGN itk e LT, BIBREA T O A FEIIMA TRIZMNFIZFEO PR % 4
gD,

IR E I RPGN OV — 7" A B 48) OAEFRHRIEIC B\ CRIZINHRIZIL, T 2B
SUHEGTPREWET L. ZOOREESHRI RPGN OV — 7 AER) OMFHRE L LT, RIEKEAT
04 FEEIZMA THRIZIFIHEO O H 2 HELES 5.

$t GBM #HifkH RPGN OHMEFHRIEIZ BT, A 6 77 H AR EE O G ) 58 1 X B %
RETRB L OAMGTREWET 2RSS 5. 2072040 GBM Hifk# RPGN OfftRpiik e LT, ®IE
BEATOA FEIIMA TRIZAFIZHROIN 2 EES 5.

&

CQ 20 ST &&llx RPGN OB FEBIUERTERZNEZITZIN?
STEFN(ANVT 7 A MFH =)L M)A KNT) L)1 RPGN OEGTFHELET 5.
Z D728 RPGN 2k L CHRIZEFIHIFRE 21790 Bi&121E ST BRI OB H 2 #3523 5.
ST GHIDOEFHENDOREIEIH S 2 TlE R\,

&




|| BB - (R
. RRHS - T OE - RELE)

0= i

RPGN (rapidly progressive glomerulonephritis) i&, 2% &5 WMIEBEEMEICRET HMER, EEE
R, BllERRISETITBENLZ XL EREE] EEESNSD(WHO). EEFBAETEBEESH
BEMRMEBARBRFESOEH T, [BRERTRAMRZHFVBED SHHADOEBETRRICERE
DETT BDIEERR EERSIND. BRZRT RATR EIFRIKMAMEMIR (£ < (FFEMIRA MR, FFICAR
MRS A5NS), EAR, HMEKMAE, FEHAZEZIEYT. RPGN (JEEETHNIEZE < DIEFIHK
HBICES.

RPGN (3EERIEEEf Ch V), REMEDSVERIEBMEBFZZETRISIBILEF B AR ERIRAE
KRTHD. BEEFARTERERKABRIE, RERKEOEAMEEICISREITOT) VEBEFRKICEK
V), OIRNEZ—>, QFRIR/INE—>, @OIEBEDPRVODH LK BRETHBMERE (pauci-immune) /X
B—=2D 3DNHTEND. FIK/NE — VISR EKAEIKE (8lomerular basement membrane :
GBM)RBRTROLHND. FFARKNEZ—E, 28TV 7Y h—F7 A% IgA &% (IHFF Henoch-
Schonlein £¥R) R ETRHLNS.

RRESHEOHEENIE, OBRREEESATKRE QB TREEEARZZKT S in situ RIEES
ABRICKBIEN, FEALKNZ — VIR BRERESATEDPES L TS, 1 GBM HIARRIKEE
%1%, 2012 FE&KET Chapel Hill Consensus Conference (CHCC) & TI&, in situ SREE S AR
ICKWURET S0, REEEARERIKABRICHOEINATNS. MERER/NZ— I3 TirhEkiilaE
ik (anti-neutrophil cytoplasmic antibody : ANCA)BEB R TRSH 515, ANCABEBRE
&, ANCABREMERICAONDBRZIET. HHPETIE myeloperoxidase(MPO) ICXtd B ik
(MPO-ANCA) 55173, proteinase 3(PR3)IZxtd B 514 (PR3-ANCA) BE MG b TEEIAIC
£\

Y ReeN s T e ORI R £ AR i
" B LEFENLY, BRARTIRATR L IREkE

PEIMIR (% < \ZBEMEEA IR, FEIC A ARAYIMIR & &
RPGN (&, AR (WHO)IZ LY [ElEd 5 5N5), EAWRK, RMERMAE, FERMEEZ R
WIS ICRET SR, &AKR, &l s 2582 RPGN (3 M4 T LS < DIEBIARIAEZE
AT A EA AT SRR LERsNnD. b LIEBRECTH 5.
AETIE, EATT A AT RS A 7e e & H
RERFRIZED, [BRERTIRIT R Z W E0E
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F£1 RPGN ZETcTERFEEE

[. —RMH I -’

1. FRAEMMERKGEBL 1. 25M&SR
1 GBM TR B MU B & BRHRNZFEMEX
REEGHRRF AAT R IERIKEB R ZRMER TN

Pauci-immune B B AR pLIEAREIAE &

2. ¥ABTRZEHEDRIKEBEX
FRMEIERTE M AR BRIAE A
FR M BIE
Ig8A BIE
JE IgA B X4 > F ) LAHETEMEARERIAE 2
FDIFDD—REREKEE K

3. RUEEUEX

(IB# : Wegener BYZFREAE)

ANCA BiEmEXR

AFEETRME 2 R ME R T IEE
(IB%5 : Churg-Strauss iEMEEY)

Goodpasture EMEEF
2HUTVFYA—FTA
IgA Mm% (IB¥5 : Henoch-Schonlein K3E57%)
g sa7) iE
FDIFHDIRITEMER
EMsmE
e /N B E
BE o~ F
EitiER
LMD AREL, v NBK
CERFRTAILA
FDIED DREIE

3. EFIE

2) RPGN ZEfcIREDIELR

RPGN (ZFERIEBERETH ), REFEFEZET DK
b BHEE O 15 O B B AR 0 RS W X SRR A AR
AR ERARE 22T B, AR % &g,
BIGRERIRD 9 5 50% DL EARERIKIZ AR % 25
LEREERSINS. LaL, FAREREDO L
WHIBEPERERIAR 42T H RPGN 2T 2546%, 4
BRARFRZE D3 7 < FRAMAE ) B 14 B 4% (tubulo-intersti-
tial nephritis : TIN) 72 & O IERERMELEE T D MR %
CORFIRERZLTRPGN 2R THE1H 5.

RPGN D5 EIL, oA EEEE L RPGN % & 72
T (— kM RPGN) & 4 SRR B R0 Y 2 &712
o CTELZBE®E L RPGN & & 729 BB (Z RN
RPGN) @D 2 D245 5 s, — M RPGN 121, 5
PRSP ERAR T 98, R B R BRI e &
DAEREE R B ESEE R EPH 5 (R 1),
TRIERPGN (213, BEBSIIN S SEIMAE 7% E D4y
HmER, L) 7~ =T A% EDRBER,
ZOEMEESIIE, —MOREREREE, Eit
PRFEHENE 53 (hemolytic uremic syndrome : HUS)

oLl & 3 5 e RN A fE (thrombotic micro-
angiopathy : TMA), I L A7 0 — LERER KYL
JEIWEY BR R EDVDH D

3) FRFERIEERDREIE

AU H R TE B AR BRIA T 2613, RPGN % X 7-
FTEIREHARAT R & L TR b % < A S N5 5RERMETR
BTH5bH.

AU A RTE R ES R BRIA T 2213, BHAEMOHED
pukFIc L A ru ) vokEkEicLy, O
RNy — > @YERR NS — 2 @ikED R
T REOMERIE/ Y — ~ (pauci-immune) ® 3
DT HENE, FIR/ ST — 2 13P; GBM HUARIE
KTHROON, BRIRNY — 0, &5ty 7

=T AR IgA &%, 7V 47u7) YIER E
T 5S4 A1 (circulating immune complex) %%
5L TWABERTHEOONLY. B, 201242
FENE S N7 I S 0 43 Y T, HLGBM LRI %8
(&, RIS /AT CRIEE SR DTE R (R T

HEGEAARICR in situ immune complex forma-



1 BEAPUREIC K DIBIEIERIRIAE R DD HE (118G HUAIC KD REREFREB/INT—2)

a #&IKE (Linear pattern) b : 8RR (Granular pattern) ¢ 2% & (Pauci-
immune)
(BRERE | REMERE B ERRAEB L
2012)

tion) N5 & XD, WEEEHRMNERIIEDH
NCTW5. 320IRELD 7 HTIEB D pauci-immune
SR EHETH Y, %220 T PRz Edt
{K (anti-neutrophil cytoplasmic autoantibody :

ANCA) B Jen¥i b £\ ODHE GBM Hifk s
AT HMT RPGN # £ 3 5354 &, Goodpas-
ture FEMEHRE & MPFR S 405 50 GBM HLRBIE 212 & %
RPGN & fili Lo BUJ5 % 5850 B ¥ 67058 7. @12
&, IEEITEDITHE L 72 TgA BHE, BB VE R BRI
Broe, BMEEE, SBIEREE L V- T AFER, B
MR EGRARBRAE 25, 7V A 70 7)) YER &
WEENDL. @OKHFIIE ANCA 235640 ANCA
BIEE K TH Y, ANCA BIHIMNE 75 (ANCA-associ-
ated vasculitis : AAV) OBEHER E L THNLD 2 &8
2w

4) ANCA BEBX (%, WiE, WA -
Aig)

1. &

ANCA BF#E & &1L, ANCA B HIME KA D
NBERZIRTY. BRICRBT 25613, BHRR
JE3# (renal-limited AAV) & HH-EN 5.

ANCA [ ZM#EH#ePuAFr RIZ X V), perinuclear
pattern (FZJE F ! : P-ANCA) & cytoplasmic pat-
tern (Mfg B H! : C-ANCA) 12571 i, HAETIE

. BARERIKRAMBRE®RRF (L), pp65-69:

BIE2590% L 1% di 22 P-ANCA O xHGHuE
1% 312 myeloperoxidase (MPO), C-ANCA ® %}t
PUlE 1L proteinase 3(PR3) Tdh 4. HAYETIEZFICK
LH ), MPO-ANCA Bt 464 PR3-ANCA
B PEIAE 2212 E TR EIIIZ £ v, MPO-ANCA 13
SE 8§55 1 26 58 1145 %% (microscopic polyangiitis :
MPA) O REGICHEET, F 70 ERERYE S 56 1% 4%
4 A 3£ 8 JiE (eosinophilic granulomatosis with poly-
angiitis : EGPA, [HFr Churg-Strauss fEfEEE) D#
FHUCHEMETH D, —F, PR3-ANCA Bl MmsE
RZOITE A LR, LEIME 2R FIEE (granulo-
matosis with polyangiitis : GPA, [H# Wegener K
FNERE) Td %A%, DHED GPA(WG) DF 40% 1%
MPO-ANCA BT 27,
2. jRIE

ANCA [BH5 95 o> B 70 1y 73 B3 BEAH AR AT U133
eV A RIS 4 TH D, REPRETHN
&, B - S EVEEIE R ERIRE R TH B A%, A
WEEIZR D LT E AL DREIET, SHRERMARERE
HWTE L, R~ o WEIHIN R HHE R 3 D B hn % 52
D LI ABRIEREE K223 5 (R 2). A
T RHER R I 0 2 BRI B AL 3 5 & fETEEH
e D, DWITIIRERAEIZEEILIZFE 2. ANCA B
HE L, dOPUREGRE T 7)) L)1l L b
SHERAR Yt /S — » TlE, pauci-immune B8
L. 2B, VLS ANCA O pauci-immune

D ESe S

- CHH) 4wt - ¢

(eHF SR
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)

2 ANCA EEBROEERARE

a: BIR - DEHRITERIRGBR | REKGEEMMNEEO PR L, BEOEINMERE(FAH) 28D (PASM-HE

).

b1 BB ATAMEARIKAEBE X | RIKGFEMODBEDS HBIE5THRL, 2BRICHEREDHMA SN TS (PASM-

HE £&).

C ! IRSEMF BT MARIKAB X | REFEEDZIEICKY 7« 7V VDI GRE) LT % (Masson-FAZE).

BRI ABRIEMEARREE £ H 5. W2/
B 7% 75, ANCA Bt EE 12 ERBAMER O
ERHIA R, BT RIZRPRPARE L OFEDH DY,
3. fREA - jRRE

ANCA 12 & 2 iF P ERBRNE AL S N TH 5.
F7bt, HLA-DRY 7% & O fnl 1% &Hdxic, &
PSE, HHI, TV H % EOBRBERT-AND Y i rhEk
HIFEN O H & TH A MPO % PR3 25Prlsi it %
S L, ANCADEASNS. KRIZ, BYHER ET
A SN TNF-a R IL-8 R D 4 b h 1 I
LD IFPERAE AL X L ANCA O xS PUE ASHIRL
FHICEHINL, ZoRMSNPEIZ ANCA
PE L, —RBIHREINEE LI NG, HHE LS
TR ERIERERIR R AT ISR L, ik & ff Bk
HMifast b 7 v 7 (neutrophil extracellular traps :
NETSs) & \»9 MPO 4 O&EH Gl R &t s
O~ F AR 2 S5 4T L, SRERMRP R % i
L, HZEMEORREE R ET D LN ST
Zimm),

| 5 RPGNECKDOBHE

RPGN % 5t - 72 & 121, DLF o8 4 B Ik
(chronic kidney disease : CKD) & @ BH# P 12D W
TSI ALEND 5.

CKD ¥, OWRER, BEZWr, Mg, 7R CcEkE
EDOHFAENHS 2, $512 015 g/gCr L EDOERHIR

(30 mg/gCr L7 V7 I VIR) OFAENEE. @
GFR <60 mL/4%/173 m*, Q@D W§hp, F7-
M AA3 A AU LR 5 L EREINLMETH
5.

1) CKD O#%#EH 12 RPGN 23 b b Z & D 5 -
CKD OB TH 5 BEROMEIZ L) RPGN %
IRTZEDDHDHIEH, CKD OF#EA, #Hizil
RPGN #5352 L0 H 1D, L72d5 T,
CKD BEIIBWT, BiELERITROE L
RO DAL, CKD(IBHAERMAE %) 0 ED
127>, RPGN & 6F b ATHICTE C LB D 5. Wifg
L OBED A4 X DfE/INL CKD DFEZ RIET 5
A%, RPGN &HF &2 G55 % b DT AR, #iZ,
BRI T 2SR E T, W LB A X O
INHIZ 1T U CKD 3R ENTH 5.

2) RPGN %5 CKD 124795 Z L 5% % : RPGN O
BHRICED, BRZW UFERESEMRIREE L 72
D, D2 CKD & LTEHEINLIEB L L. Z
DOBUNICKDBIEN A KT A V28 U 72 RA R E
UMW IR LT L EIREC, FREER R
EREFEIBEEATOL R, QERHELR &)
DOEIWER, RPGN 7\ LB B OFRIZ T4
HMET5.

3) B RPGN & CKD O3l & S I28HEL v
U, HARORMIREE I L) RPGN 3% R a3 b
=AW TWD. EFRECKDIZ3 7 HME
MOEPDOEFEREENRALNLDDEINTEBY,



I. REBEHR - E& (RE - REEE)

RPGN (3 $0H ~ %7 H of% 8 CER & HEATT
LIEBEIRT 0, BRIREBEHREKT 220
7oL LT, —EDBHRKSTCKD & RPGN %
X423 TELR, T2, 2EOLHERS
TIE 7 L7 F = VIREOZAL(EF) b H
ThHhoTh, EROBFEBEIZANT LD D
KEWZEDH D, B, MEY LT F =V aps
MMM ERATARO & ZIIBEHEETICRD &
12< <, Bo RPGN # Ak L3\, T/,
EHEREIN T O B 2 RPGN I, 1M7L
T F =@ LA ($ 7213 eGFR O T
BA7% <), CKD EXHILIZK wWZ Edbhobie
OEET 5.

6) 1 GBM Hi{FELRERIFE R

1. E&

Pt GBM PUABRRERARE % & 13, Al
ISR R ERAE KA 2 L, HOLPURE TR
B EE 12 TgG ORLIRIE A (linear pattern) & 320, IfiliE
FHIZH GBM LDt & 2 5 H K TH 5. L
GBM Pk RPGN 1, — kM RPGN & L ToOHiL
GBM LR B R ERIAE Je &, &5 1%k (2 k%) RPGN
ELTo, itz Goodpasture SEMEHE 12K
SNb. 20124 128ET E 1172 Chapel Hill Consensus
Conference (CHCC) 735 Cid, #t GBM HitihEI x5k
RIS in situ FIEBEERIEHIZ L0 ZRET 5 F
RThHO, REEGEERIETRICGHEI N
TwaY, %3, CHCC2012 TidHt GBM Lk D
M %5 % HT GBM ¥ (anti-GBM disease) & L, OF
BT O GBM JUATIE %8, @i R 25t GBM $it
R I, QB & MDA ZBEES LKALD 3
DnEUMEL LTn5.

2. fREA - fREE

PLGBM PRIV 2 T — 7 >~ a3 $5D C K12
7784 % NCL F A A > N Kl 17-31 Lo 7 2
JEES (Y N — 7 AEy) & C R 127-141 47
OT IR (Y M—7 B Ep) #PUETE b —
TELTH#HEL TS, i, Thooz b—7
2Nz, a5 $HD NCL F A A » EpfHis b PR = &
=7 L CHIEEN TV, lHEOIREIZB VLT

X, SThHOHMELE F—TR3INVEIT -7 Y a
345 S CRERL S 7z 6 AR L, FERAIC
% L Cwv % (hidden antigen). ¥t GBM Prik#l
RPGN T, BKYE (£ v 7NV oY), WAH
MW CEREEE, T bRE R L), B &I &
Dl - BORBEBEORENE L, a345 $Ho 6 &K
DIREES AP LT, o388, oS HOBIEIY b —
THEM L, ZHICRIGT 530 GBM HUED REAE S
5. YiGBM LR D IIEEADHRE G % EA570 0 (12,
Bk, ) URER HER - xou T U EDRE
JEAEASHARDAT I IRE L, SHICENL AT
YA NI Y, WEERRR, EARGER, ML,
BERZESEG L, BEFEOMASIEZ 5. Bk
HEIC BV TIE, W L 72 TS REBE A S Bl
BWIHFAET 57 4 7)) ¥ R RIEMEMI 2 &5 R Y
< VAR A L&D, RAEMB D S H i
NEHAMNIAVREDAT 4 =7 —I12L>TH
v~ o # PO, 3% b bl RS
AHEZ 5.

PLRT & 0 $TGBM ik & ANCA D& 1k o e B
DHFEENHOENTEY, FL GBM JrfkRRERA R 7%
DH) 30% T ANCA BTk (4512 MPO-ANCA A% \»)
L7 0, ANCA BEIEEZ 0% 5% TH GBM ik
Bl & i S T» S 4R, HGBM kRS
KB RFEB DL  TIE, FHED 1AED BRI S
L~V D ANCA DS & 72 5 T % & O#FED 3%
5. ZOBD ANCA IZ X %5 GBM B ERIAE 4558
JEDOKET & LT, ANCA 12K L T GBM EEH A&
L, MR Y b—72EH L, §t GBM JuiEh ek
ENAHZENPBESINTVDS.

7) RBESHELRIKEER

1. &

TIEEEREDRERMRE 52 &%, MR AR
TEBCHESEIE AR BRI B KA 2 L, #OthUREE TRz
BEEROLRERE - A 2 F 7 A HIEA~ O FERCR LS
(granular pattern) = #2.&, MIFFHIEZE L L TP
DNA §iuff, REEAGEL ENHEL 5B R TH
5. SEEAMAE RPON &, — kU ok n
AARTERE R BRI 98 & —IRPERERIA B 5L LT

- BHST) el - ShEEHS

(eHF SR
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FREPEEAE R TgA BHE 2 S AR 09 %6
EHPE (RN REE A REREREE KL LTo
V— T AERRPEPIRET RITITON D, HIEE
GO, OMEBR MK CREEER LI
13 A P BR S0 A AL & @RI OFifk & B
RBIET PR /AT CREE SR E T T 5 in
situ REBE SRR SN S, Fiko T e <,
2012 4EELE] CHCC 3 ClE, in situ SIEEA I
B2 & D BIET 5 B Th AP GBM HLART R Bk
b BB AR EREE KIS hTwa Y,
2. fREA - fREE

REB SRR RPGN T, Ji o %A%
(DNA-#it DNA #ifk 7 &) 28 IE % % o JoHE L 72
MEBECREE RO 7 )T T v AHPMET L2/
23 LTIt R 2L, TFH 747 8 F Ty
(C4a, C3a, Coa) 7 E¥ ¥ v (Cha) A S,
IFEk, U oosER HER/~ o a7 7 — V% EOREE
MifgsEdE - ZE LT, A M A v, IHERER,
FERARE DS S AL, B BE O~ LK
JEDWIZE D 4. F72, Cha L [EIERIZEE SN
C5b (X # 1912 C5b-9 JEH, ¥ 7% P H membrane
attack complex (MAC) x5 &2 L, KiEAMAE
DIFMEALR M A RS _E o275 I F-F8 B & /i
T 5 RIEMIBERE, 7 5 N2 MAC BAED MM
ML 12 & o T b B BE 0 [~ FL R O iy
EREL D7,
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12 B Fner
. TR « FEIX - RERR

0= i

ESERRCHE, BRATR ARER, SSICRBEORERDZRBHDIENHS. BEHIELM
R, EZICRIRMMRKORBSH SND. ERFRMKPIEIELMEREAREZEDS. BEARISBELD,
X 7O0—EEGRFELNIVOBBRICEDEGZEIIENTHS. &I, FREZLEICESREREET
DEIFIHEML TS, RPGN ODRREBHEHHER MEX, £5ET )TV —TA(SLE)%&
E) nErE, REEBRICES ERE, F(fthm, MEEME), REGRM, #I31), Has(Tm 8
), MRERESELBIVERZRDS. MRIRETIRMEY L7F2>D LR, eGFR DETZED,
UL LISIEDEERMED CRP, X LR RS, F/ic, JEISET I HE M, BMmIK GFPIRE(L)
%2, MEXREFTIMIMRIESZEDD. MFEIFMERTIELUIELIEEFERZRL, SLE TIHE
T9%. RPGN ORFRERRAEICHKBRERFRNBECHAE LT, 1 GBM vy, fsFhikilifaEin
A(ANCA), i dsDNA fifdHiH 5. BEGRETEZMRISLLBNENT, BREMAR T, RIEMEFA
FRBERKAEBRETRT ZEDSLN.

RPGN ZHEZEICIE, FFIEADOBNZ{ET J&Z2BiE Lz TRPGN ORIBARE DD DL HEE

A W

it &, FFEDEZSD [RPGN OHEZRIE] HdH 5.

RPGN i kil L7258 &7z 3, SR AaRET R
W& 2IHETH Y, RPON IZHFEM 2 FERIE 2w
A, BRBY T, BRE L THEEOBE V&S INE
FKOIEREFRZTLDLIEDLDLEETH 5.
INHLEEERAT RBEBRSICELEDNLI LR
<, JREFE LEHREETOETLS 256, ZOK
BEEEVCEMENORNRL, WEREICHEGRET
HDH. R1IZDAET 1996~2006 4 F TIZHEH]
BT > — MERAE X 17z RPGN 1,772 SE B D) 56
FEAR 2 BIERAEAR, BHEAR - RPTRL, BAHERIZ T
7O DOHETH Y.

1. BUBKAEIA DFFE
RPGN 13 LIT LXK E L 72 BRI

B OARARIRR EERRCREREZNL 2 L8
Y, FRERE EOBKEREERR BEYSERER D
HY, —ELEV. RS- TEBIRIIED A
FERDD D) OFETROON, BB TLTHE
B %2$5RETHDL. ZNSDOMIFERD S ki
FERIEE 7 Lok, MUEA 2G5S N5 2 e
0, 1FEAEDMBEIZ L ET D RIEEIRD
WL, EEOONLVD, —EDOWENH > T
LHMEL, ORI THRZBIGETR NI LI
HOPNDEZ LWLV, TS OFEERZ D 5
Bt 440705 RPGN O b B> T, RIS
g7 V7= O x I CHRTE 5 L)
FHTLIEPROON, BRELETLLEIATH
B =7, BSEIZ X B RPGN Tl T MICHIEFED
ATYUENROONLGELD 5.
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R1 [RETUEBNERBICS 1T DDRERDEL

1998 % | 1999~ | 2002 F
DL 2001 & DU
(A ) (B#) c#)
RIBRAEIA
B 45.2 66.7 73.6
FH 42.9 50.8 51.2
RARAR 34.0 54.2 60.2
LSUBER 25.1 812 835
BaEN 16.5 18.7 18.7
B 15.5 24.9 29.0
HERD 14.2 25.5 33.5
BIEIR - FRATR
HHE 34.0 47.0 512
F v AREE 234 45.5 60.7
PIRRA9 MR 122 16.5 14.1
Z R 9.5 15.9 16.4
7 O—UEREF 7.5 146 17.8
2B %K 59 16.8 185
PREAEMEIR 5.3 17.8 158
BSMER
HhEF IR 22.0 33.0 42.4
BIEI % 16.3 143 127
B PR 14.6 20.2 24.5
e i 104 109 104
it 92 9.7 116
T 7.8 6.2 4.0
AR ES 6.6 10.9 111
AR RS 5.8 25 46
DR 5.1 10.6 10.4
LB 1.5 1.9 4.6
B %

(>Z#k 1) KWBIR)

2. B - FRIEER

PSR IMR DSFED S5 T &%\ 28, WHR
MRS & XICHEINS, BEHAEKT O LEE N
JEFI TIEZIRR2FEITZ LT LT 5, £ 70—
VREBEREL NVOEARICE 2 EHFED ThH
5. —RERTORRIE, FERoIEERER
Hed BBIRESHEITSNS 2 EI2L b, —F
K212 D5 L) ITHEFFICH LD DIMEREES %
WL BERIERD 2 WIRIREEE A E o 2 TR
ENDIEBIDVHEZTCETCVWDLIETHL. ED%D
HTIIRENL T2 HLTWwbIENEL,
Do MR EER, MR E EDRO 5
723, BRERIAGE CLEREZ#IOL 2 EH
HEHETH 5.

3. BYIERR

B LA Ofisds OERIZEFIHERA S . FELo
FERFEAIERIZIN 2 T, i X M X AR O
A UIE LTRSS S, BRI g R Mt HE i 2 &
bdHy, MEOHFZLEEIIHY), Thohbd
RPGN O & bf & 8- T S, IPIRER IS TR R
ENL T ELL [HiBERER] &Ik FEOEIRT
1%, Goodpasture JEMBEREIZ BT 5 OV F AN H I
& RPGN & HHEF Z I8 54 Tdh %25, RPGN L Jifi
JERDEBEEIZILS e b2 ebd Y, FFiC
DHETIZ ANCA BE % %5 Tdh 5 MPA & B
i EsZ . —7, BKTIEZ v GPA 124
) S & OF BEHERIE, AREESDAETIZ
B ENTH L Z L5, RPGN OFIFEIERE L
TUTHHE I v, il DA CIRIIE RIEGNIZ A S
L MR E L CTImSe, Bl 537 &35
A, FWEEIRD LI LIZERO S, Ry EHE
(AT 2 RO, HINET, FIARERED
FADH L., SHICHRERFIIEHEICEOONT
NOEDLEMRIRICOLRNT LI DD D, TR
PED RPGN & L ClEHORIERE = &L 2 KiE
BABAZRE D BIETRIERR, BB LSRR b5,

2) {REFR DY

1. RRER

IMFR1E RPGN (2 4HEE 12 A SN DAY, 18 HEE T
DARIREE R LR, BRRMROAR ST, H
MERP CNZEL ST SF oMBEMAEZE) 2 &
WE, LEE LT, BREED R VIR AR
2D ALNED, REMEEMIMEORFEL D 41
ZADRELZMERICE DM EEBTRETH 5.
REARIZIZIZGYE & 2 575, HEOE OIS 4120
IEARIE A 70— EERHAYETH2LIZENT
HY, BEEAGNELATIIEEL L TRKEDOEAR
RO D,

2 MBEILVZ7FZUDLER

RPGN gL LT, SIETSTAIMEZ LT
FoUOLEAND L. MFROmMEZ LT F= 1l
EOBEDT > — T 2002 F LU 36+ 28
mg/dL T, 1998 4ELLEI TlZ44+31 THo 72 b DI



=
R
=

K2 RBETUHBNEREICHIIZVEZRRERR

mE7L7F=> REB=E TR 135 CRP JIREES
(mg/dL) (g/8) (mm/BER) (mg/dL) (g/dL)
EHE EERE| FOE 2ERE| THE ZERE| FHE BRERE| THE ZERE
— R
71 GBM FTAR 2R E T IE B A EIREE
1998 & LIFT 6.7 4.2 23 28 102 420 8.6 8.8 95 1.9 ‘
1999~2001 4% | 76 76 35 2.8 102 323 9.6 9.3 9.2 1.9 1{%—
2002 FELIRE 48 3.4 1.3 0.7 96 436 10.3 8.3 9.6 2.1 9
TIRE S AT B AR EREKIAE X {;E
1998 FELIAT 48 34 1.5 1.1 91 50.0 38 37 94 22 VN
1999~2001 & | 3.1 0.3 34 28 53 0.0 1.6 15 96 1.8 ,fjﬁ
2002 FELIE 1.9 1.2 4.0 32 126 05 3.8 46 1.3 20 &
Pauci-immune T B AL I A RiA a
1998 & LI#T 4.7 35 1.9 1.9 87 423 5.1 56 9.4 2P
1999~2001 & | 36 27 2.4 28 94 39.1 5.1 5.0 94 22
2002 ELIRE 3.7 28 2.0 1.7 100 37.0 5.3 52 95 2.0
F DD —IRMEF B AT MEREKAT X
1998 & LIFT 6.3 3.0 47 1.3 76 241 2.4 2.1 9.8 0.7
1999~2001 4 | 48 46 3.9 3.7 81 420 36 52 10.4 27
2002 ELIRE 4.1 3.4 3.7 3.1 91 217 4.3 7.3 9.9 27
=5
Goodpasture fEf&E#
1998 FELIFT 7.0 4.6 3.7 26 89 411 86 8.1 8.8 2.0
1999~2001 % | 95 4.1 1.0 0.0 119 26 | 251 1.4 9.4 1.9
2002 ELIR 6.4 29 24 16 115 9.6 16.8 7.2 10.3 1.3
2HHET Y RA—FTA
1998 FELIFT 24 18 5.3 39 77 448 25 59 9.0 2.0
1999~2001 & | 3.1 16 4.8 3.0 59 293 1.2 0.8 96 09
2002 ELIE 1.9 15 1.6 1.4 103 38.4 1.9 20 95 2.3
Wegener INZFREIE
1998 ELIFT 45 5.3 0.9 0.4 93 385 10.3 9.7 9.8 1.6
1999~2001 & | 4.1 4.2 0.8 0.8 121 18.8 10.6 4.9 9.3 26
2002 ELIE 3.0 26 1.2 0.8 81 36.2 7.4 6.2 10.1 2.0
TEMEA 2 R MER
1998 ELIFT 45 3.2 1.6 28 100 405 95 7.8 9.0 1.9
1999~2001 % | 34 27 1.6 4.0 103 28.1 9.2 6.1 89 1.9
2002 ELIE 33 2.4 1.4 1.4 93 34.3 75 6.7 9.2 1.9
£
1998 FELI#T 4.4 35 20 27 88 432 6.3 7.0 9.4 2.1
1999~2001 4 3.9 3.6 25 3.2 96 37.0 6.2 6.5 9.3 23
2002 ELIE 3.6 28 2.0 2.0 94 374 6.2 6.4 96 2.1

GBM : glomerular basement membrane
ik 1) KWEIA)
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RHUKTFLTETWEY, KRELCREIETH 5.
HL7-0 O EFE1E 1998 4F £ TOIERF TIE T
0535+1.005 mg/dL #/R L TW5A?, EEEED %
72T, Goodpasture SEBHEIC L A D DA D 2
WOIME 7 L7 F = MhseE <, ETHE L HND
PR T, REEANERTHILEHET) T
F—=FZ(SLE)I2X % b O BAERMETRR SN
TWh. TS DIERITIERTE L 72 EE RS W E
258 0, FHEERTZZ EINLEPENEEZD
N5, —JF, EFEIZRPGN & 3w 2 7 WERE o [l
B2 LVT7 T =Y EATRITREFEICLDERINS
FEFILH Y, BT RT T TEMENORNEHFDO
VEE v, BEREOBEE LT, A2 L
TF = MEPHEE S LA eGFR O — iy &
%oTBY, GFROKTOMITE LTHBIS NS
7%, SROZBFEEE Tld eGFR O T % 2k
H#E LTV (BAEDHESZH).
3. CRP &Rk

Y RIERERZ KB L T, RPGN Tid LI LIE
CRP O&EEL AN H Y, 20 LAIIVUER: ED
EYERIRICIEIIM TH L Z EDIFEALETH B,
O LREEBEERIIIHES DY, EEESHEO
1O L LTWwa, RLiEEALTBY, 184
FIEDFIE LTHEHTH 5.
4. gl & MERESR
SRMIZETTAEMTLITLITEO NS, Bk
BT ISPk 2B BT & 575, EFKREICL
LIEFEEENTLH Y, LI L) AuRLF »
EEIZROD L2 vy, ANCA BN 47 & CldH I
IRIEZ I 05T, FRICIFHREREZ 2R L, ) v 738k
B LAETT 5. E5IC/MIES b LIZLIEEE
oML, —J, SLE TldAMIIcHmEk () >3
) & MIMUR DR SN D T DS #E I L
o THY, ANCA BEIME %L ORI L2 5.
5. kS KU Z D DIF R IMEFHNRE

— RSB EE O E W I 95124 ) RPGN Tl
FE IR, L&&ELTLEAT LAY, SLE &M
HCclaEd sz idi<mentsl), TnHE
WEREDEIZAEHNTH L. SHIZSLEREDHD
S CREBHEE IO S N D PUBUIRIE, 4Tl
FRICL2Eo SN, —JF, RN ECHUE

T& A3 GBM $ifkix Goodpasture JEfEHE TlE 58
T, P BRI EBUA (ANCA) ot i MPA B
L U'GPA TZ# 121t MPO-ANCA, PR3-ANCA O
iR E =128 <, RPGN OEREE L L el
JETH ), RPGN % 5t 72 RAICHME LD S
NETH5.

6. % < IRAIMR CFEZELG T DAF

MmiE 7 L7 F = i 26 mg/dL LT OFEGI R
LT, 3~6 mg/dL OJEFITITAEIL, ThULT
FESIZIEEHRDP LA 2 (RI)Y. F2BIH
LTOAEFEIZEST5H. ANCA BIH M %5 Tld,
ANCA HARB BN L, $L GBM $iik % 15 7285
&, AREICERERPLEATLZEPHERINTS
D, ¥9 L b Goodpasture JEMEREZ & 72 L T\ <
ThH, KYEROEEITARERERGEDER OB L & &
B 5 LEZOND.

> A BEGERR

PEEBHEE M2 X 2B HTRIE, RPGN Tl B i
VROLNE ZEIZHEBENENTHY), DIEOD
1998 £ F TOIEBIDO T >~ - — M TIE, B ZEHiBI
TEERD 1I%RRET, ST%IXIEF A X E 23R
JERDPBRD SN2 E ENTWDE, EHIEET 23290
723 E, 18I RPGN 0@ pis, EHEE P
RIS L2 EEMOFWMIFHTH 5.

b B. BEMATR

RPGN T, ZDERNDEEDW & HATE, T
DOFLE L RIS L WA HET 5720120,
TELMYVBFEBMOMITEAALRETHDL. —
F, LIELITEHREET2ETL TR, SlE
LA BN L, SERICHLELTCHY
LREEDSLETH L. FOIREE 3 % HkEkET R
DFM %2785 A —F — 2D\ Tld 1998 412 Shige-
matsu 512 & > THRIR S N7z L ) IRERE, [HE R
EOAMMIHZE % £ grade L EEORMZ KT
stage CHM L CEHEE T HW T2 LAZH L &
NTWBY, L LA s 2 OFEMEEHEIZ»ZD
Ml AT TANLETH Y, INsD ) BREkIE
OFREEREL ZOWH, B L ORME - BER
BOREOHRZ A ATIALL TAT— V5L 7265
FCHBICETRLEOMBEZRED L ZETELD
DD, FOHOKF TIIZOFEEMAITHEELTET



=
R

B

K3 ZBEEMBT(COXHHNT—REFIL, RTvTIA
R ICKBDELE, BRICKEESZDAT
(Forward selection method, critical Fin=0.05/Fout

=0.1)
(A) BT
FERAT HR (95% ClI) P
FEp CRHER 1 BO mLLF)
60~69 % 2.284| (1.383-3.772) |0.001
70l E 4.286| (2.649-6.936) |0.000
m;%E CRP(HE : <2.6
mg/dL)
2.6~10 mg/dL 0.776| (0.538-1.120) |0.176
>10 mg/dL 1.315| (0.886-1.951) |0.175
FfmZ (IR © %) 2.169| (1.508-3.119) |0.000
mEZ L7FZ>2(0x
B8 . <3 mg/dL)
3~6 mg/dL 2.250| (1.474-3.434) |0.000
>6 mg/dL 2.492| (1.636-3.797) |0.000
PHRIBREATO1 R
%58 PSL & (X538
<0.6 mg/kg/H)
0.6~0.8 mg/kg/H 1.555| (0.996-2.429) |0.052
0.8~1.0mg/kg/H 1.645| (1.005-2.692) |0.048
>1.0 mg/kg/H 2.132| (1.269-3.506) |0.003

Other variables considered : 45, ANCAHY 77> X,
SUOKRAT 732 R(CY)EES
(B) Bt

FHRTF HR (95% CI) p

m;Eo L7 F = >
B8 1 <8 mg/dL)
3~6 mg/dL
>6 mg/dL
ANCA B 7 7 = A (Xt
B8 . PR3-ANCA EJh)
MPO-ANCA, PR3-
ANCA m&GMHE
MPO-ANCA Ei¥H
ANCA+#1 GBM ik
CY #%5 (ofiR « IR 5)
CY 0.683| (0.474-0.986) |0.042

2.811| (1.595-4.957) |0.000
11.5613](6.827-19.416) |0.000
2.891|(0.788-10.611) |0.110

2.224| (0.699-7.077) (0.176
5.403|(1.474-19.806) [0.011

Other variables considered : &5, M5, & CRP, ff
RE, PHRIERERATO1 NE5s PSL 25
2k 1) KWEIA)

B,
5.

—7i, RHMEOFGEHIME R TH S ANCA
B IMAE RICB T LI X DEREED/IST X —
F—IZB L TiE, BOKRTHMET SN TE 724, 2008
FAZOPEDPS NS ZimG L72/XNT A — 5 — 03¢

C OEIEIZOVTIZE & 7% S HSLEET

KanY, TIUZEARMIZHERD RPGN /%5
A—=F —IZMBEREDINT A =5 =% NAT2b DT
HY, BUEZOHHEOWGES 2 Sh>2H 5. Z
DO, Bk B ARIEEDN: AR L 2 OHEITE
DHTIHE % 4 F (BIREY, MR AR, RE
B FAET) 120 L CHOER DB T HRANORE & IR
L, ARICCOEECEFEN Lo L &R
R LY, ZOEBHETIAREIFEDADEN T
B OFEDS R SNz TSR L CHE o i E
OIETIE, RAER, MM R ONEF AR
o Tz —7, &HME % TS MPA A HLT
A RS LB A L BT S T 2 b SE T T -
72 87 B> MPA O &2 L L AT, WALRIAIX K
JTFHRVECDINIEE L EE Do TFHREHE
TERWIENTHHENZY. TS0 ELI DD
AIE TS EREEEH 21 20E, R RN ZS O &
K52 EDVEETH), SHRMEOMGEDSLEET
55D EREGOT BN,

3) RPGN DEHESE

RPGN (3863 AR H D5 7% 2B TH 5 75,
FEREEOME 7 LT F = VEOFIED S b L H
X O LIEUISHEST L7IRBEE TR R S, Bk
BEfi 038 1 & Bl CIZIZEME O T TORIA> T4
BIRROBRIBREB L b, TORO—RERE &
LI RTCORCRYIC Z DR EE 5> THME~ND
AT e HIE LT, WZHILHEIETE
% [RPGN ORISR o7z 0B igst | 25, O
FE, QFRET, O ERT AL LTE

BEINTEY, ZORBETEDLDNI G, 1~2H1L
WIZHREZIT) ZEPBOLNL. 2000

RPGN O iR 2 CIIR 4 D L H ITHES
72V RS AENEEA L LCES L CE72CKD DE
FTHWHND eGFR<60 mL/ % {RIEL §5 2 &
T, MEZ L7 F = EOBRM: EA TR &I
CWVEREREICT © 3 AR B OWHHER O DD
LI EERZBELTWS, FRIREFIZOVWTIEEE
WCEBALILEDRH L. EHEZAM Ny 2
T, MR EEREEIER T, SO RIERT RS Z L
WIZH b B THIREE DA TR I NS H D B

11
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ZTETBY, BEMBETEHLREELe, ET
TR PE D RINER, & SIZHRIMERR FMLER %19 [
MROF 775 5880L, REEZ SBICE W TEME
NDZHEBLEIODLEZATH L. —J7, Bk
TS 2% 56, —MEAT 2 A BEEEB S DA
TOBEMOEEIIZ DB TF v 7 §XETH

D, RPGN TIXBEHEMIIAD DS, 72 & 2 BEHMEDS
Hotzl LTHHS 2% BT O &7
CKD 12 & 512 RPGN 2358 L 72 W] fetdk & & 2 51
EANDRBIHLEETH 5.

RPGN O sE S 217 ) BME D 5 S ki
& L ChHETIEOME HAL O S I AT 5 % Bk
REILT & @QF RO REF 2R3 2 & 2 HRL L 725§
ESWIRH IR LTV A (K5, BEHREK T
fER2IZIE, M, MAEDNOEREMD T — 5
7 CEEOBREFEDERE L 720I2H L0 L5T)
354, F2ERICL A BEFEEREESLEMOZMIC
IR E AR CT (LIE LIXERIEA]) A
T, REOHER LR R OMR, REORE, &
A ZOFHAD S W% ETOCKD & DR %47 .
—7J5, BHEMIE, ESRESIENS NI LR A
BEWZ L T5ERD ) 2T, BLEMED
TTCUWEEELBYHIfTT A2 HigL, WESW %
1THZEDREENS.

4) RPGN 7Z Efc I ARIIKEBEDEZEE
=

RPGN XS FSEFRZERICL D, —kEB LU
WM (B IZIET 5. bHPEICBI HEN %
RPGN % & 7239 & L CR I & SR B 5,
Goodpasture JEfERE, &FMHT) 7~ b—7 X, IgA
MmiE %, PETIEHLPEREES 7 )4+ 707
YIEER DT O ND (R6)Y. F72, YR IH
369 % RPGN OFE D H 1), i H i g R BRIR R
2%, BYMEOIR S, CRUFZEY A OV A BYIED B
oMb,

DEICBITAH RPGN OJFEFRE L L THED S
VR S PE IML A SE R 2 TP 1 RPGN & & 72979
BOBWIZOWTRIRT 5. 7272 LAZBWEEDfF
FIZIE, 13 U O RGE R E Sy, BRI % Byt

R4 [BETIERREBERBHRER DI HDZHIEE

1) RAARER (XL L TORPEAR, MR
2) eGFR<60 mL/ %/1.73 m? %2
3) CRP &fEPirRitiiE

R D~ 2zRDBHBAE, [RPGN DWW £LT, B
FRIRRNADZZ 2805, i2l, BBEEEEDE
MEPIRELFEER Cld, BREADERD BN EZHERT 5.
BH MRPEDOEH, BUBRICHDIEFRLERE
EDRONDHAICIE 1~2BELARICHES L 7F=
>&B%RL, eGFRZBEET 5.

A1 EF, BEREICKSEEREIRRES E2HK(ICH
RENBEFDEINL TS, SRR U/ARRRE
BICOWTIE, BHRENERTH>TH RPGN D
FIRERETRICES BEDHD.

E 2 eGFR OFtEIE, DHED eGFRAZMLS.

(XER 1) KWBIA, —8HEE)

K5 RETIERIKMAENIEIRBFEEZ S

1) #0BD 58N B OB CRRICEN2DETT 5.
(REDEEER, BEDIRE, TOMDBERET — X &
BIB)

2) MR (Z < |FERMIFAVMAR, FAUCEEREIMAR), &H
FR, PIERR EDBRMRMR ZRDD.

3) BEDIREREL ED 7 NHE PR ETRHER R TR
EP/ONBVEEE BRINERPBHEZTKIRE,
CTREICKY, BOYAX BREDES, REEE
. RBHAEREDF IV IICKY, BEBT2ED
EAHEDT, MEMICHIRTT 5.

(>R 1) KB

TLZENEETH L. F72 ANCA ZMIME KLY
(2, BGOSR 7 EOBGYE, &5t 7T~
FN—T A% EOBEHRTOEEERTIENDH D72
DEBIPLETH 5.
1. FREMEREIREFOZERICDONT

JRFEVEIMAE 98139 BAL AR A9 | 2 T A BE D i 3 %
o747 4 NEIEZ 23 28NS L TH
4. FEEITEENIRE B 25 (periarteritis nodosa : PN) 2%
1866 4E#I0 TG S 1, U THEIMmAT %
M A 3 JiE 5iE (granulomatosis with polyangiitis :
GPA) (21 F T?D Wegener W3FENE), IHFHEERE%
FE I 981 A 3 e (eosinophilic granulomatosis
with polyangiitis : EGPA) (Z 7L ¥ T® Churg-
Strauss SEMEHRE) 72 E OB B D B Sz

1990 FF 125K SN 7KE) ¥~ F 44 (ACR) 77
FHED 121E, M SR BEA DT ST



R
=

R 6 DO EOREETIHEERAENRE DIRRRIIDHR

1998 ZF£LIET | 1999~2001 &£ | 2002 FELI P
(A #9) (B #9) (CH)
TEBIER % TEBIES % TEBIER % TEBI%S %
— R
H BB RERA B 2
1 GBM §ifAB A B AT B & 39 4.4 20 6.2 22 3.9 81 4.6
FIREARILN B AR BRI & 26 29 3 0.9 6 1.1 35 2.0
Pauci-immune 22 BATZ A MEARERIAE 2 345 39.0 151 47.0 249 439 745 42.0
R B AT MHEREAE & 19 2.1 5 1.6 7 1.2 31 1.7
DENBER— R B A A R ERAB 2 14 1.6 2 0.6 12 2.1 28 1.6
F B AR E D RERAB X
B MEETE MR BRAB A 9 1.0 2 0.6 4 0.7 15 0.8
FRMEEHE 2 0.2 2 0.6 1 0.2 B 0.3
IgA BiiE 25 2.8 9 2.8 9 1.6 43 2.4
JE IgA BIX Y > F 7 LETEMEARERIAE 4 4 0.5 2 0.6 2 0.4 8 05
Z DD —IRIEREKAKE 2 2 02 0 0.0 1 0.2 3 0.2
=514
Goodpasture fE1&EF 14 1.6 5 1.6 8 1.4 27 1.5
2T N—FTX 50 57 5 1.6 11 1.9 66 3.7
Wegener AZFREIE 23 26 9 2.8 14 25 46 2.6
BRMEEZ R IIMBE A 157 17.8 58 18.1 129 22.8 344 194
Z D OEIEEMBER 6 0.7 5 1.6 4 0.7 15 0.8
KRR A 18 2.0 B 1.6 13 2.3 36 2.0
g 4507") > miE 5 0.6 3 0.9 4 0.7 12 0.7
BEE I~ F 18 2.0 2 0.6 4 0.7 24 1.4
BEES 2 0.2 1 0.3 0 0.0 3 02
ZDMDEHMHERSR 22 25 9 2.8 9 1.6 40 2.3
TABERERERIKAB L 8 0.9 2 0.6 0] 0.0 10 0.6
B DARRZE, v NBX 1 0.1 2 0.6 3 0.5 6 0.3
CRBFRTAILA 1 0.1 1 03 0 0.0 2 0.1
ZDfth 13 1.5 2 0.6 5 0.9 20 1.1
S 7 0.8 1 0.3 2 04 10 0.6
ZDAth 7 08 1 03 9 1.6 17 1.0
NEH 47 5.8 14 4.4 39 6.9 100 56
2K 884 100 321 100 567 100 | 1,772 100

GBM : glomerular basement membrane

ol MPAR, BMICEHLZY - —Tds
ANCA OFLHEA 2o 72, Z D14, 1994 4F 12 Chapel
Hill TR A 4172 E B 235 (Chapel Hill Consensus
Conference : CHCC) 2B \WTC, IR & BT
REFLISEENY, 0% THHTMPA &
V) BBRESAREE S . BEEIIR SR B A e
BIR %70 & &2 KIS 95, #0142 3Bk %5 (poly-
arteritis nodosa : PAN) < I I % (& o 784 1M1 45 2%,

GPA/EGPA/MPA IZ/NIIMAE S & L CIX B & 7z,
DO b, WHFEERZEOH LN WE O % MPA

(#k 1) K WBIR)

LEF L, GPA X EGPA L [XHJL 72,
2. b EICHITF B EFREMERFEIREFDZH
HAIE T I 1998 45 & A= 57 ) & e 15 14 1 2k 5
PEIZ LD ANCA ZHUD A7z 5B OB W AE D
PR SN TWa Y BIUE, [EE57 )78 HiE TN %
AR FRHE & 2 A 57 A AT I T R I B 9 B A A
WFZeHE S 2L 7 T1T - T\ B TANCA B If 45 %5 -
RPGN DS N EROBUIR & OFME & el
(ZBE9 % B8 (RemIT-JAV-RPGN) | 12X 1),
HE DM D FMFEDHED 5T 5.

* NESTR

IR
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K7 Wegener NEFIBEDZHIELE

1. ERER

(1) L& (E) DER

E:2(RMERRE dm 88) RERE GAOET RERL), BE(RER),
(2 Fn (L) DAEIR

(I 117 72 WS B -
(3) B (K) DIEIR

mfR, EBR RRICETISBEAZ FE =hE
(4) MEXICKBIER

O25ER « BHGBTLILL, 2BELULE), FERD (6 DRLAIIC 6kg L)
ORg=IEIR - 538, ZRIEIA(R), LMK, ZRMBEMER BN OES HEEHRM, REX

2. FEMHR
@E, L. K OEMABZ D RITHNIFEEX
@I O7 Y VIinEEHEDRVEIEA B AR E X
@)\ - HBBNARODIESE I PO RE M B
3. FERBFR
Proteinase 3(PR 3) ANCA (EXH1#AA T cytoplasmic pattern, C-ANCA) BERICBEMAERT .

4. HE
OrEsE (definite)
(a) E5REE), L), B OFhZFN 1 HREREZSHEEERO 3EBEEL 2RI 4
(o) EREE), L), BK), mMBERICKZEERD 2IEBEMUEEKY, EHBFARO, @ @0 1 BB EAERTH)
) EZEE), ML), BK), MBERICIZEEERO 1 BEUESHEBARD, @, @0 1 BELUES KO C(PR-
3) ANCA B3 DA
@t (probable)
(@) ETEE), ML), BK), MERICEZEBEROSE 2BBBL EOERERT
(b) EE(E), ML), BK), MBERICLZEFEEROVThD 1 EEELY, BHRARO, @ OO0 1 EBZ/RT
@ LrmE®E), ML), BK), mBRICEDZEZEEROVTID 1 TEEE C(PR-3)ANCA BitZRd fl
5. BELRDBERR
O@EMmk, CRP OLER
@BUN, m&EJL7F=Z>DER
6. Rk
@E. L OftbDRRICKD2AFEEER(PILIA K= AR E)
@IEHDOMEREER (BEMBENZRMEL, 7 LI X —HRFEEMEX Churg-Strauss EERD) 72 &

Hpz - WoRm CE%, BA, JUERE)

7. BEEIR
OLZE®E). L), BRDITNTHH>TL2HdeaE, EREE), TEL) DS 58K L <2 DDfEs
ICE ERBHIERBIEFR.

@258 E, L KOIEIERDPHEREIRT DI ENZLN.

ORERLIESTAHE, E LORRICHBREDHKEZTET HRIEZEH LT
@E, L ORRFEICED SUMEREDZEIC CT, MRIGEDPERTHS.

®PR-BANCA OAffild AR BEEN M & FAT LT

FEeEmErs Tz, 1998 )

» A. GPA(Wegener RZFEEE) DEZHIE%E (R 7)
GPA 13 CHCC 2BV /MM RIZHHE S L5
BETHY, [FAEITE 2 2 KIEERZFE A D/~
I ISR Z 2 8EHINE R TH D] LEFRSNT
WY IRE, BISEE hHS0 FROEREE 5
ELTC, TREBIUVEREL XLTHRETHS.
M AT R & LT PR3-ANCA DGR ILbHATETIX

60% 2 & s ST W52,
> B. MPA MW

MPA (& CHCC TI3/MNUIME 125 SN B ET
HY, RFEDIEHFN ANCA EHEEZRT I 0D,
1998 4E 12 b S E TR S 7= 2 kit (R 8) 12 B W
T, PAN 225008 - SO L 2B L o /2. 0%
WAL 13 b A ENIC % vy MPO-ANCA [t % F 5



=
R

B

x 8 MEMRMNZFREMERDDRIESE

(E:3=1=)
(1) EZEf&
ORRETIERRAB L
Offittin, 6 U < IEFEE MR
O@F - LA OREZER | 5858, K THIMm, HEED
M, ZFEEMEXGE

K9 FPUILF—EAZFEEMENR (Churg-Strauss fEIR
BY) SoMRE%E
1. FERER
(NREIWED DT T LILF— R
(2)BFBREKIEM
() MEKIC KB (FEE 38CLIE, 2B L), 45
A (6 HBLIAIC 6 kg LIL) - SFMEMEA, Y
{LELM, K88 ZEIETR (K), HEEHHET))

(2) TZ=HHATR
MBI - EMME - REMMEMERIRDOEZEIE, MER 2. ERRERBORH
B D 2 AR R FEARR(), QPFETL, QPRETS
B ERREFMR 3. EEMEWAR
OMPO-ANCA 5% (1) BFEERICERLFRICR B Z 4 5 #l/NE DR
@CRP Bt FEtE FRET 17U /A NMEFEEMEXDTFE

@FEBFR - mfR, BUN, mEF7L7F > MEOLER
OBYER X #RAT R REER (Fhfatim), BEMERmX

(DHHE
(DS (definite)
(@) EZEFED 2 BRL EA®R L, B EHE
HEDBH
D) EFBEFEOOH KUO@7EH 2 BB E%i#k
L. MPO-ANCA D5 DA
@t (probable)
(a)EZEED 3BE %27 4
(b) E==JEED 1 ITEE & MPO-ANCA BZED

(5) iRk

OFEETE 2 FBARA

@Wegener NZFRESE

@7 LI ¥ —ERZFREME &4 (Churg—Strauss fie
&EE)

@)IFfFRimEX

OBFEREEEIUTYN—TA, BEHUIITFR
)

®OFIRMEX

(e )

(1 FEEFEOHIRT B 1 ~ 2 BRI TR (ZL<IE L
SUERG) ZBDOBBIDZ .

@) FZERD, ORKFHBITREFIC,
WIND—HDEITT .

(3)Z < DFIT MPO-ANCA Ol (S5 EEE M & F1T
LTEHT 2.

(D)eEeRBICHIET DL, BETZHD5H5.

(B)BRSVRE DFERIFIRIEEMEREZET 5D, FHEH
RIEREIRBERED SERITES.

TDMDOBITIE

FEEMMERDPIR, 1998 F)

BT RO 0 A AN, AT RSO &
b FRIRAEME - AT RO AT MPA LB TX % &
BB TH B, 7275 L MPA OB Wik 15
WALIH B 121d, MPA TEHEIZA S N5 MPO-
ANCA BGHERBHITHN TV B, REELZNS

(2) MESRZFREDTFE

4. HE
(1)#E3= (definite)
@EEBRIARDOBEREIWMEHDWNET7 LI
F—MHRR, IFEREKIENE KOMERICKDER
DFNFNA DUIEZRL, EEFIC, EZHAMAT
RO 1BEEZ®ETBE (7 LILF—ERNIFESE
MmEX)
(o) FEERRATR 3R Z®/E L, BRERBORHE
= L7c54 (Churg-Strauss fE1EEE)
(2)%80\(probable)
(@) ETBEHRFTR 1 BERRS LOTEMABATRD 1 BH
/eI BE (F UL F—ERFEEIER)
(b) FBEGIRFTR SIBRZ®/AY D, BREBDIEFH
HRERVES (Churg-Strauss fEEEE)

5. BEERDREFR
(1 BmEEM( 75/ ul)
(2) /MR EENN (40 T3/ L)
(3) 3% IgE &N (600 U/mL LI E)
(4)MPO-ANCA 5%
BT~ M FEFEBE

(6) =R
(CNORBEMRIETNTORICRD 5N EIFRS5R )
EEEMMERIFI=, 1998 F)

PR3-ANCA Btk ® MPA % MPO-ANCA B 1 o
GPA DFIET A Z L IIEELLETH H.
» C. EGPA MESHREHSE (X 9)

CHCC 473 Clx EGPA X [5GBIZ BT 5 iflikEk %
SRR B R SAERT A3 % /I~ B4
HEZEPEIMAY KT, Wl & I ERERIE ZIEN A H L5
LEZRENTVEY, bYETOEEHET,
50% D . T MPO-ANCA 235tk & 7 19 Ky
7 BRIRFEIR & L CARUE M B & 2 Ui < i RER D
W%, S6|2E, ZEHMRER, WIREREEZ &)
HIF SN, BWEEO FEEMREISHAATIN TN S,

15
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£ 10 EEMZEBIRADZRIESE
[==15H]
() EZEMR
OFE(38TLLE, 2B L) EAHERL (6 HBUAIC
6 kg LIE)
@EimE

ORRITETI 2B 2, BIRE
ORYH, PuiEsE
®omfRE, Emit RS,
Qiz)itT

@OELELm, BRHE
®OZFEMEMEL

O THEET, KBRS HE XM
2R (X)), BHEE), HAET

(2) 48P R

- NBARD T T J A NEFEEMERDFFE
(3) MEEFFTR

FREB A AR 1% (45 IC B A/ NBIAR) O 2 /N B AR & 3%
% - FAZ

(4) ¥z
OHESE (definite)
TEER 2 BBEUECSABBATR DB B A
@t L\ (probable)
(a) TB=EfZ 2 BRI E & ME SRR DT B0
O)EBEFEDSBEOEET 6 BELI EFET 54

(B)BE ELDIREMR
OB mzkEmM (10.000/ul BAE)
@n/)MizrEEHN (400.000/ 1l BLE)
OFFILTTHE
@CRP &[54
(B)#&R2H
OBEMBENZRMER
@U T —ANFEE
@7 LILF¥—MARFEEMER
@) eyys M & 2
®BR®(SLE, RAZE)
OF 35N,
(2Z5H]
(DFEMFEIC [ RN, THIMRER, THRZF
B, VEIRIREAD 4 DORERICHIESIND.
(QERRBIC T, TREAIE2FDMEDBEDRKIEER
RYDAEME [T, VEIRKIFRSN/IZRESROEND %
RERG DIEREET .
(BFHNREDFERIFIRIEMMEREET 57, FH
WRIEREIRBEMRD SEFITES.

DK DTE

(BaMmERICEY 2FEMITIL, 2011 &)

» D. PAN DE2HIESE (X 10)
PAN [ 3ymE sy, hBIME &% £ & L 728
MA& 7% CTlH ANCA I TH 5. FRDHS »

TRWEZEMEE BEIFI Y A )V ARG 2B L 7z
PAN 2T 65, FHHAZIILO L LoESER
&, KRR B, THALER, B SIS
fEEZ7 X §.
3. BRRIEBIFTBDEFRM
Wnwc

ACR”/CHCC" 0 43 JiFE 612 35 T I BLAL
PRONZ WS, BEPTE e Ww) HEz A
CTw/z, Zok) mERE»S, 2007 4F, Watts
SWIREEEAOBMA L B e LT, FIteg
PRI S O BERZIT (R 11) 128V T, ACR/CHCC
ORI, MERRHA~— 7 —(F12), MiEF
By 7zl LT ANCA BT ZFfH L, ANCA Bgd
1% % 3 %8 (GPA/EGPA/MPA) & i #11% PAN 0
BRSRyET V I) X 4 %R L, European Medi-
cines Agency (EMEA) algorithm'¥ & L CH1H 1L
T2 (). 2008445 EULAR & ACR % Hula 2,
EIRSAIH— S N REDR VT TH 5 & ORI
0, FrLwinEROME - B, SELE B
FEEDVERASHEA TV D BIE, #H7- a8 Hl-
7= FE B O 85 5l (43 8) @ #E G WF 52 (Diagnostic and
Classification Criteria for Primary Systemic Vascu-
litis : DCVAS) A"HA b S L THEIBEIIZEA T
5.
4. ZDIFH D RPGN Z R EICE T REDEE

BRICDWT

RPGN % X7z 9% & L CRESMEINE SAE e DL
Az b A7 Y5 Goodpasture FEMEERE, SLE, IgA
Mg, 27U+ ra7) v, EEE, BYE,
HRMOHED D B (R 6). FEFEVEMAE KAEMBRE X
DH|MBETIEIH A2, TTINLORMEEEREY
FENZWICHITL I ENEETH 5.
> A EMEES

RPGN & FEEER; & OGHHER T, BT
HREREE RFEOARIKBEE, 704 F—2 A, #
R A R, IR R, RIS LY
7 AMIEIC & B EEE R &S F S FE LK ORI A
VETHBH., T2, EENZBWT ANCA BHEIME
RIEREREORE) A7 LD L) IEND
219 o ETH ANCA BIE I 7 ¥ 0 E AL E
BREERDMEFEANL D QEETH L LHRE ST

EREIREFDEHAICD



=
R
=

F11 FEEMSBMHOER TV N —BECREEER

REE2FHNER (ANCABEMERH 2 \MIFEEEZEMER) DERKRZHT 217D, PIRETHNIEPHREEIHRIGE
Rzt d 5. PHFFRE 16 RULETHD. UTDO I3 DNEE A B, O)2d N Tn/cd bDZREELGEMERETE
£92.

(A) fEMED ANCA BEMER /2 IdfEEIMZHBRAICHHNTH DD, HHIVEFELENIE
HEBFRICMERD IR SN TOIUSERPEEIETE L ANWS D THIUE K. FERFAEERAD R VIBE SRR PR
FRFHINRE D TR ITNITR SR,

(B) UTDI|EDS>E %L EH 1 DEBET HIE
1. HEBFRICEM SN cMER FZ(SHNFBMERE
MERICITZFEERKAEBADEEND. AFEMEREIEAKE) V¥ FER(ACR) D Wegener REFIEENREETE
FINTLBHNDETS | MEEDHSVSER - MBIROMERE & MESRE TORFEEERR.
2. ANCA 5%
MPO-ANCA & 7zl& PR3-ANCA D51 T #H % (ELISA BIED T & 4 L\ R TIEEHEREIHTAEIC KD ANCA BHET
HERWY).
3. MEXE LUORFEEDR S IREINDUT ORFENLIRERR
- PRI RO |C KB ZFE R
- MEEY (MR MEERE CIFRIEANMEER) [ K SHEEMEZ REBRARTR
- BESRES ERWEROD CT £72id MRl IC KB IREBEBEERE
4. WFEEEKIEZ (>10% % 214> 1.5%10%L)

(C) WIRAEFRAT HDMDEEDRWN &, BICLITOEBERNTED

EMER

RAYE (B BY - C BURFARRCE. HIV, % BREDAEL)

ERHEMER(E RSSYY, JOBLFAISII, 7OT) ) —ILESD)

ToRmEX (B8RS 7~ F, SLE, Y1 —7 L EERE EAEBR)

N—=F v NE, BRAPARE EMBEESRA, JIIBEK ARESZUAI/OT7 ) VIE N/ vk 1—>54 %K
B, 1 GBM HiAR8ERR)

6. MEXRBLER (DL AT O—JLERE, calciphylaxis, BIERR VIEEIAEER. OEHRE)

7. a1 K=K

o wN =

(fR) BHhDWERBERMBHO BAXE L T =251 > - AN vREHREZ, £/ GBMFUEDIERHIE T v R/NA
F¥—EBRMHEROMR ChHS. LHL, IgAKERILE CH GBM AL ANCA BEMBA TEHRDD I END Y,
SI=2TAY NS YRR E T Y RINATF v —IEEREOBRINIME L DER DY 5.

(C#k 15) KYBIA)

x12 NERORAY—H—

&L REY—n—
Wegener (3 BAE 1. B0 X MIRAT 1 HALBATHET SEEHIRE. #HHDLIFER
(b TREORFE  (BREPBEESIBASNEZO)
HEAE) 2. SERIRE
3. 1 HAEBADMBRERE HEVEROES
4. 3 NAEBABIBMEAIREL, FEAD D\ IERES
5. RERIBOMEED S\ EIE (BIEE)
6. APTTHRE
o
1
2
1
2

. BRETCITRIRERIRIES
. 10% % BA B EMFRMIKE 72 (SR MIRAE & A S MFR
. MRFRI&E T 2+ LI EDMR EEBR

- MR, EMd SV IERERRE CHER S N/Chh L M
- I X#RH 2 WG CTIREIC K V) BRTS N B MEAHA (REAEXCZEH AT
BELEDMOIRAICLSEE MR, FHEUMREDBRII SN &)

(2B 15) KV5IR)

BiER CRIEBER)

A it & 2% (R e it i 45
ESO LYY

* NESTR

IR




18

IEFVRICE I DBE TEBENERE RPGN)B2EA 1 RS54 2014

PSVD R Wi
|
4—{ CSSM#&RIEZ2HT (ACR or Lanham criteria)‘ Step 1
|
—— ACR criterialc & 3 GPAERI | Step 2a
——[CHCC definitioni= & 5 GPA%& 3] Step 2b
[GPA — |
——{ CHCCOMPAD M P 3+ GPAK A Y —7— | Step 2¢
| GPAftEI¥—%—+PR3/MPO-ANCAR3 1 | Step 2d
|
—CHCC definition(— & 3MPAERI+GPAFAv—A—%L|  Step 3a
[MPA |— !
renl vasculitisO X ~—5—+PR3/MPO-ANCARGZ 4
+GPAY—H—-%L Step 30
|
CHCC definition|Z & & cPANE 7l Step 4
[cPAN| 55, BANMEE RS >eRs
|
Seps

FERELEEHMERSFET7 LT XL (EMEA vasculitis classification algo-
rithm) : ANCA BHEMER S & UFEEIMES HMER

PSV : primary systemic vasculitis, ACR : American College of Rheumatology,

CHCC : Chapel Hill Consensus Conference, CSS : Churg-Strauss syndrome,

cPAN : classic polyarteritis nodosa, MPO : myeloperoxidase, PR3 : protein-

ase 3

50725, ANCA B I 4 B0 2 VLIS
DAY ) == T IEBW EEETH L LEZLNS.
P> B. RRPE

B TR TR e R SR BRI K1 95% A3 EGE T T
HIRER T 555, #1%13 RPGN Of&#% & % L
S B

G LAEE TIE, R 21T T2 R
IR % ) BN %2 272 L, RPGN D
WE e b ZOFROIFIEICIE, BHET FTEKE
(Staphylococcus aureus) RFkEHEAERE (Streptococ-
cus viridans) 7 £ OB PR & GIEESEABEG- L
TWb EEZLNTWS, & &2 PR3-ANCA G4
LB DB D,

MMEERE S v v e ED T v v NEEICHEW, I

(X#k 8) K5I AHZ)

R, \FR, BREREZXLTIE0HE. 2O
)%y vy MBERIL, ESO T VikERNED
A2y N BEEE SR B B AR 1 SR ER AR e D
MG~ 2L, MEPUEISR T 2 RS ER/ &
FEZHNTW5H, & EIZPR3-ANCA kL %5 2
Lhd 5.

W7 N IRRIRGSE, FFA T2 Vit
7" N 7 8k E (methicillin-resistant Staphylococcus
aureus - MRSA) EYIEIZ L 2R E LT, EBT K
T ER b L <1 MRSA DJgGerh T 7213 G212, A
Tu—EL\VOEHKREZN) RPGN 22§ 5 Z
ERHEENTVEY, 20k ) RIRGESEICHES
RPGN (BT, BRRATFUHEIRE, FFEZ,
EMEREEAETLAIENEILAETHLT-O, B
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RPGN LB ENBRRB TH A D, FOHETORERIIENERICHD. DHE, FHEED
IC RPGN DIEFEARRER, ARFEFASHICINTORWVY, EFOLET VT — MAEDOHER, b
HE®D RPGN [C KB #HZHEE LK 1.600~1,800 AEHESN TS, 2006 FEE TICEFESH
1772602 E7 75— MRAEICES S OHED RPGN OREHZHETH E, HROZSVVFERIE
pauci-immune BO—RMEFAEMRERREBR TH Y, ROVTMPA THS. FERFEHITLFIC
BB IFESEILL TS, £z, RPGN £1F, ANCA 5t RPGN D& & F1&, B FRITAFHREIRM
IC$%%. —7#, 1 GBM HifFdE RPGN OB FRITEFICEVWTEHEEDHTARTHS. £z, RPGN

DEBDFHRNIGEFEICEVTERREETHS.

BHEDH B TRPON B E N KBTI
B BN, 2000 FEA% & O DHETOBEEBOBENHH
HEIN TS, RPGN IIHFERBER IR O L4}
BRERTHY, THRELOFRTEE AV 2D EOIE
72 NEIU 72 ) OFSERE, HRE ORI AT HE
ThHY, FHELEEESIAHTHL, Ll E
A S5 BRI 7E B B 4 (BRI 1 R e BRI 553
HEATHEEREE IS 2 A (0 AR % &
) xLE LB EOFEZICICSE L Db
[0 RPGN 055 % 51% 3 5. WRPGN 12X %
AR S B B0 E 1998 41 B 1,500 A A% 2003 4F 12
1$ 3700 N EHERFE N, %25 s L T Y.
@& 512, 20104EEDDLHED RPGN 2 X 2 Filz
FH1IH 1,600~1,800 AL HEE ST bY. @F
72, AABEFSEB X OETHEEE IS 5504
WFZEBE E M THEM S N TV 2 FHEREEL Y A b
1) — @ 2007, 2008 4F-D %4k 1,156 Bl 9 H RPGN &

200 - MPO-ANCAE 1R RN &
FIE=1,998.51 M GBMILIR R E R IRV EL
BEERE=4.72 1

1504 n=1.773 - v¥

. B .
1100
b
50 -
1990 1995 2000 2005

BHREE CRERBREDLS)
| AP - | Bﬁﬂi c# |
2E7 47— MRERA
RPGN®DEIE S TIfT

1 BEFEHEWHRIIC KD RPGN EFIERFINR
(3w 6) £ W5EIM)

113 61 (47%) Td 5. 2010 4F 12 ABAETIZ, B4
RN 8,670 B> % H RPGN 13 515 #1(5.9%) %,
MR TR R 948 51> 9 B RPGN 1 42 fl
(44%) % 5O TV B @b AET RPGN % K
& B ENTE A BRE L 1994 £ D 145 A5 2011



&1 DHHEDRPGN DEEFRRE, Skt FERFHOHR

1998 FELI#T (A #A) 1999~2001 £ (B #) 2002 F LI (C #7)
FAE i (%) SIS (%) SAE i (%)
E-d-4 Bute B4t
FifE  RERE  GH FfE  RERE  GEHE FfE  RERE BE

— :l‘&

B ATRIERERIAE &
i GBM HUAEI S A AR IS %
EREEHREY B ATRIERIREE X
Pauci-immune B3 B AR MR IREE K
RETEAARTBRMERBREBR
DEEREBEL —RIMEF B AR MR IR 4

1144 6159 1834 11~77
:1.00 51.50 2482 11~75
11.00 67.28 13.12 1~92
133 51.29 26.24 8~72
:1.00 63.36 1529 29~81

:1.05 5205 16.51 10~79 | 1
1086 5427 1866 14~77 | 1:0.50 70.00 9.09 60~82
1124 6185 14.95 6~88 | 1:0.84 64.98 1413  13~91
:1.25 60.84 15.61 6~82 | 1:4.00 6480 920 50~73
044 56.62 23.92 8~84 [0:1.00 73.00 1400 59~87

1122 5483 18.82 19~83

—_

:0.00 64.00 1.00 63~65
:1.00 3.00 0.00 3~3

F AR &S RBRAEBR
[RMEIETE MR BRA B K 1:029 5056  26.50 6~75 | 1:0.00 71.50 650 65~78 | 1:0.00 7475 1.30 73~76
[RMEBHE 1:1.00 59.00 300 56~62 |1:1.00 41.00 27.00 14~68 | 1:0.00 21.00 0.00 21~21
1A BIE 1:041 4032 19.38 8~75 | 1:029 56.11 1439 31~77 | 1:033 4278  26.03 8~78
1 1 1
1 0

FF IgA BU X 4 > X ) LIBTEMERIRIFE &
Z DD —RIERIREE %

1200 5375 1415  30~65
:0.00 60.50 350 57~64

:1.00 40.00 30.00 10~70

£5M %
Goodpasture &R 1:133 5436 1546 23~76 | 1:067 6220 943 45~72 | 1:033 7088 1064 57~93
LHMIYFT F—FZ 1:194 3584 1455 13~72 [0:1.00 5580 11.03 44~75 |1:1.75 4673 1904 15~75 =
Wegener PIFEEfE 1:069 4668 17.36 16~85 |1:050 5741 1215 77~82 |1:075 5571 1821 14~80 .
AR SR ME R 1:113 6460 1198 7~87 |1:152 6514 1608 5~91 |1:1.02 6877 1200 7~88
% Db DIRFEEMER 1:1.00 60.67 9.83 75~47 |1:400 52.00 21.42 14~79 |1:0.33 69.25 1455 46~83 8
SRBLRIEE A 1:080 4583 1998 11~75 |1:400 3940 2430 11~77 |1:063 5233 2835  5~82 R
JUF507 Y > MmE 1:400 60.00 9.06 51~77 |1:200 5800 1219 47~75 |1:1.00 5675 2325 17~74 =
MY v F 1:200 5833 1325 22~77 |[0:200 6850 1050 58~79 |0:1.00 64.50 7.40  52~70
MRS 1:000 6250 350 59~66 |0:1.00 59.00 0.00 59~59 >
ZDiDE S MESR 1:267 4100 2180 3~72 |1:800 5422 1302 20~67 |1:350 6222 935 47~75 35
AEE BRI R 1:033 4238 2353 7~84 |0:1.00 7650 450 72~81 By
BEMDABRE, > v FBR 1:000 73.00 000 73~73 |1:1.00 3250 1650 16~49 |1:2.00 47.33 17.75 31~72 ,E
CEIFFAY 1 LR 1:0.00 68.00 0.00 68~68 | 1:0.00 71.00 0.00 71~71
Z 0t 1:008 5492 1595 25~78 |1:0.00 60.50 950 51~70 |1:025 63.60 814 54~72
SR 1:250 5429 1820 36~77 |0:1.00 64.00 0.00 64~64 |1:0.00 80.00 100 79~81
Z 0t 1:250 4329 2136 2~78 |0:1.00 64.00 000 64~64 |1:080 5178 2801 2~78
7RER 1:155 5989 2082 5~83 |1:1.00 6664 1041 56~91 |1:236 6403 1620  4~80
L4k 1:106 5747 1796 2~88 |1:1.11 6280 1593 5~91 |1:106 6472 1656  1~93
GBM : glomerular basement membrane (32k 6) £ ¥)51H)
F0 483 NIZH 33 fEHIML THB Y, 5HFHIZZ W& a
- i o - 1.0
W AREEETH BY. —J, TEDOHIEDEE oo BHR: 1999~20014
. — o~ e\ - .94 'H : )
LY A M) OHE(AN~S Y, 23y b5V F)IC Py Ny CHi: 2002 LUK
k% £ RPGN ORBENEY S0 CEOTERE 8 %
2 0.7
TEPE R e+ H ST 7 6D 1) 2 - %
fbﬁﬁﬂ—‘%)ﬁrﬁﬂ—‘ciﬂs)ﬁ T3k o AF 064 AR : 1908 LI
vty 7 AEFENIEBIT S 1986~1996 4 D pauci- 05
: il A =m Ty N2 Fs - T T T T T
immune ! RPGN O F&HERIE AT 100 75 A7 0 39 0.00 6.00 1200 1800 5400
A& DEDD BY. . ABBREORE (B)
S P SXAE [l P g i M 4 B R 1.04
(2B 2 AR HE O FE M L 72 RPGN O£ FE 7 ~ 0.9 CHA - 20024F LIS
F— NREAFHATE S, A7 v — M 2006 %0-&
FREEF TIZ 1772 %40 RPGN FEG 2 UL, AT L C % 0.74 \
VW55 B IEBERORE IR Th L. B 0.6 AR 1998 L1
DEALE LT, 7 ¥4 — MR BIE L7 19804 X 051 | | | |
7 MPO-ANCA e A3 i - ARRG 0.00 6.09 12/.00 X 18.00 24.00
b 1% MPO . C Tﬁ;&ﬁ ﬁfﬁﬂlﬁ & ﬂ 8 ARBIAEORE (B)
1999 4 8 J1 =i GBM HiffifeiRBui S 10, b 5 RPGN St FEmHE
H3E D RPGN D IMEZ MR AL 2% & ) — A9 12 HiAT 2k 6) & 151 )

WHEE 22> T %, RPGN OB g MM OB D
FEHT (1998 4R LLRT - A 1), Bdedt 2 Ak L T AR #4712 (2002 4R LLKE : C #1) o %D RPGN
FLEERY 24T o T 71 (1999~2001 4 : B ), & DRI, pl3DFEE6 S TIIL V. KIHED
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TETYVRICED S EE THENAEREE RPGN) 24 RS> 2014

1.0
o CHE: 2002F LI
0.8
£ 0.6 / BH#A:1999~2001%
G AR 1998 FLIFT
% 041 o
1 Number of the patient at risk
Al 0o 347 250 236 226 215
BHA 136 104 96 85 78
CH#l gpo4341 215 164 122 91
T T T T T
0 6 12 18 24
AERBRZEORZE (B)

3 ANCA B5% RPGN DT DR

1.0 L (n=106)
0.9 ‘l AHB 1998 F LIaT
n BEA:1999~20014F
= | :!—\
S 0.8 |
2 /
g O7A HH—H—H——H—
CHA: 2002F LIRE
0.6+
0.5+

1.0
e CHA: 2002 LIk
0.8
ox 0.6- / B :1999~2001%
Z AHA 1 19985 LIAT
% 0.4 _ )
Number of the patient at risk
A#l 0o {347 185 176 164 156
BHA 136 87 79 69 63
CH#l go4341 177 133 97 72
o 6 12 18 24
AERRZEORE (B)
(it 6) K W5IA)
0.94 (n=80)
0.8+
0.7 1
?A; ARR: 1998 F LA
B
%O'GAH / BH#A : 1999~20014
* 05 it L ‘
0.4+ "
CHA: 2002FLIRE
0.3+

0.00 10.00 20.00 30.00 40.00 50.00

FETETOHMAE (B)
4 H1 GBM $Hi{A% RPGN DT DR

BRI L ISR & 2R L, RO L VIRIN
pauci-immune Bl @ — kM4 H KT B 5 BRAKE 75
THh, WTMPA Tho7z. BliIlrs
T4 <, FIERFEIIZAHEL L & A2 S CHICE
IS BIEEEIRILLTWAE, —, &HE &R
BIZBWT/NNE, HEETORELALNTVS
(F&1).

AP EEEEEEEEEEEE R

2) P& E@mTER, BFER NS0
%)

RPGN O&HET ¥ 7 — & DOEEr - TR D
5 HAED RPGN DA ¥4, B ¥ kB LU0kt
FEHERL DS S A & 72 o TV B2 RPGN £tk 4
Tk BPHRER2IIRT. E4TH BrRE

0.00 10.00 20.00 30.00 40.00 50.00
HEEE CORAR (B)

(2@t 6) K W5IMm)

LUGEENA LN, 67 HEMTHRIZ A D 792% 70
HCHITIE8INETUEL TS, 61 HETHR
b 1998 4E LU I i S 7z A o> 73.3% 7> 5 2003
EPREICIEE SN CHITIE818% F CTEE L T v
%. ANCA Btk RPGN 12 B1F 2 #E) T b FRE 1
Micd 5 (K 3). —7%, $iGBM Hifk% RPGN 134
T HEOETOLHEIFEDLLOD, BFHITVE
ZIZEDOTARTHS (B4). RPGN BHOLT
JERIIGER D S TEGHEIZ L 5 b DHERTDH 59,

WAEDOEREOMANZ D 22 00b 5 3 F DML
EA ST, CHIZBWTHIEED 559% HY S GiE
Thb(EFR2). —7, #NENIBIT % E40 RPGN
DF e ZHHIERONTWE . KBEER LD
TIEA ¥ AIZBIT 5 1983~2002 4 @ pauci-
immune B IEME L ERAAE %5 390 Bl D s 75 51V,



& 2 RPGN [CBITBFER

1998 ZLI#T 1999~2001 & 2002 FE LI

R EELK(A) 884 321 568

FETBEBE () (%) 351 39.71% 110 34.27% 102 | 17.96%

TRBEERE (B) (BE(8)) | 59.4 | (0.0~2136) | 368 | (0.0~988) | 17.5 | (0~59.2)

B 169 |  48.1% 42| 382% 57| 55.9%

BEMMENEEEERE 57 16.2% 18 16.4% 16 15.7%

ISTS 102 29.1% 27 24.5% 25 24.5%

LR 109  31.1% 20| 182% o8| 27.5%

RIS R E 32 9.1% 5|  45% 4| 39%

RS2 M 37 10.5% 16| 14.5% 20| 19.6%

Jilificttinl 48 13.7% 8 7.3% 12 11.8% 7

i qantinl 18 51% 5 4.5% 4 3.9% SiE

< HEETHMm 4 1.1% 1 0.9% 2 2.0% =

5 5 D4 35 10.0% 14| 127% 6| 59% =

BHOHEE 3 0.9% 6| 55% 11 1.0% =

AL 33 9.4% 15| 136% 7| 69% =

LEBTL 36 10.3% 17| 155% 12| 11.8% -

Z Dt 17 4.8% 27 24 5% 16 15.7% %
(St 6) £ W31 A) %

B (2011412 A 31 HBAE) . HARBITES SR —LAR—D
(http//www.jsdt.or.jp)

6. Lopez-Gomez JM, et al ; Spanish Registry of Glomerulone-
phritis. Renal biopsy findings in acute renal failure in the

SEIEIENIRT 166 8T, 1, SAEAEG TR 7T,
60%, 1, SAEFTHIZE 6, 2% THh 5.

. g I FﬁS'Zﬁiﬁ cohort of patients in the Spanish Registry of Glomerulone-
. phritis. Clin ] Am Soc Nephrol 2008 ; 3 : 674-81.
Nk e 1 S 4 ML B [ S A BTN S Bz
L ik, fb. AEATAEEREE 4 RBOEEHEE LU IgA H 7. McQuarrie EP, et al. Centre variation in incidence, indication

FEFEFIRAT. T A 7 B RE - BIF 50 2 4 W) < e 5 1R A T AR

FEREMAT VR B E (2B 2 A S0 0 16 4R EEARTS - 4

e, 2005, 163-7. 3
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. Hedger N, et al. Incidence and outcome of pauci-immune
rapidly progressive glomerulonephritis in Wessex, UK : a
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BRICET 37OV L

]

| ANCABB#RPGN | CQ 1,26

WM | SRS -BAT | CQ7, 12

DB

| hmEA || ARAB | | BEEC |
cas cQo9 cQ 10, 11

e BORIBEERF 01 K20me/BRHIHE

| BORBREXT O NERR £ SE5IHE |
CQ 16, 17,18, 19

FTOMLLETIE, 2704 RINIVREEETOEWEE, E5ICHI1TVEEEH
Bi-RELEDERIND.

*EFMEE T, - BEEICZEDST, THISERLAEDZATAEI L 75 LT
AEEDERIND.

ZDREPDEEE (CQI3U VXY TEE, CQI4MET B L, CQISMERERE,

MM/ E, CQ20 STAEIAR)
RPGN :rapidly progressive glomerulonephritis PSL: prednisolone CY : cyclophosphamide
IVCY :intravenous cyclophosphamide RTX:rituximab

1 ANCA B34 RPGN D&Y7 )L TU XL (3 - EHEETHEBESHAERZRI
RPGN 2%&#5Er 2011 —EBciZ) & CQIEE

1 BREEE - Fi - BWOBREICKDE K3 BEE
FEOER cRmE|  mmmm
(PSL 0.6~1.0 mg/keg/H)

[/ I A 5 27O K/ UL ARAHERA ORI E AT
M &7zl EV B C mE

(XFITL R=vB> 500~1,000 mg/H X
3+#%% PSL 0.6~0.8 mg/ke/H)

=2 WERROAI P& 3 BERNR 25 OA K/ B+  EOBIBEEA
7O+ NE+CY

C (XFILTLR=vHO> 500~1,000 mg/BXx3+
#&EAPSL 0.6~0.8 mg/kg/B+CY 25~100

= < <2.
(1) 3§%gg <g 60589 ® ) 6~(130 mg/B%7z1F IVCY 250~750 mg/m?/ B/R)
2 B6=[Cr 270 =l >10 .
3 i’ﬁ[ﬁ?]%;‘f x4 FinCBHEEICLD IVCY AERE

AR ORIEE

60 A | 15 me/ke/[El 12.5 mg/kg/[El

Grade I 0~2 N E
Gradel 3~5 6758 gﬂé,ﬁﬁ 12.5mg/keg/lEl | 10 mg/kg/[a]
Gradell | 6~7 70%LE | 10mg/ke/E | 7.5 mg/ke/H
GradelV 8~9

(ZRER D) KYEIMA)
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SSHf - SAEEICEAT 3 CQ

2ZEH - HBEICETATILVITY AL CQOMNEDITEE L.

RPGN

| ANCA, fiisitth, RBHEA, HGBMEMARE | Cca 1, 2, 3

| B | Ca4

[ stttk (RBEIOTU) ICEBRRALER |

Pauci-immune (& %%) &Y FERIRILEE TR LA R
l (iGBM#LFE)

ANCAJERSER CQ 5 ANCARERY

CQ 6 MPO-ANCAZ! PR3-ANCAZE! CQ 6

CQ7 = B

GCHE ! cQs8, 9
ERBRE GC+IS: CQ 10, 11,12
RTX, PEXx, IVIG etc.: CQ 13, 14, 15, 16

e ] GCHEMR % /- I1ISHA CcQ 17,18, 19, 20
GC :glucocorticoid IS rimmunosuppressant
PEX : plasma exchange RTX : rituximab IVIG : intravenous immunoglobulin

2 RPGN DfREUEEHT - o s CQIRR
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1) ANCABTJ947, ANCA - i GBM 5iiFDs¥li, ANCA OFEVLFREGEE

CQ1l

ANCA AIEZDENS ANCA BEMEN DM « EENEFHICKET HH?

ANCA RIZEZDE\ & ANCA BHEME R DZER - FHUFMICHETSD. BRD
BIEHEICE TS ANCA AIEEDHEIHETOLBIETERVH, REKRBBICEVLDTIIERASIATY
BRAEFEISERZI, HEDKEDH 2 /BEPIEDDERDAEBER EDLBICENTIE, AE
BREBEICHM T 2BEDHS.

o=

ANCA AIEEICIE, FLADIFHEK ETOTRES IR TR Z1T D BEEHIMAE (indirect immu-
nofluorescence : IIF) &, HEMLBHENMEDREL EHICEEEDITONIBERRRATEE
(enzyme immunoassay : EIA) BAEWS N TULVS. EIA (& enzyme-linked immunosorbent
assay (ELISA), #yEEHEZEATEX (fluorescence enzyme immunoassay : FEIA), {tZ¥tESH
% 9% 8I7E % (chemiluminescent enzyme immunoassay : CLEIA) (2 &% ANCA BIEDAS S HrEE &
LTERBINTULS.

ANCA BIFEEDEF ANCA BEMER DT - FEMEFTMICHEL, REDAUEHEICE TS
ANCA BIEMBDMIMETDLEBRIETERL. BRBRRGICEODTIHMERINTULSAESEISTEZ
W, BEOEEDH > /2B ECIED O DAEREREDLEBRICHENTIE, AEFERZESICHIETS
VEDHD. FIEEBOMERE CEBREMRZITOHEP, AERHORRIERZLERT IHSICEND
T, WAAESEZZHRTIVEDHD L, M/ AERFRICKVAESEDPREDHEICIE, 1
IHETOLUEBHPTELWIEZZRICEL. Bt - BEOHER, AR THNITEHREIOAER IF &
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@ LU L L LLLLLLLL

ANCA 1%, 1982 4F Davies HI12 & 1), B o IREE
FEPEIMAE K % 7R 9HE BN AP ERIR L3 2 B E
ok LT E N7, 1985 4F van der Woude &
lZGPA/WG TANCA ' ERICHBEEZET 22 L %
W LY, 1988 4 IZFAfE & N 7245 1 AIEIR: ANCA &
(A= )IIBWT, IIF 2 L 2175k
IR S, W EROBE A G £ 5 1% 5 R
(perinuclear ANCA : p-ANCA) & HliaE A F A
PERERLCIR I C G F 2 e 7Y (cytoplasmic ANCA : c-
ANCA)IZHHE N D & & b1, ERXFICPUE A
5E SN, p-ANCA O E4RFSHEA I =)L+

* 2 4 — ¥ (myeloperoxidase : MPO), ¢c-ANCA ®
E RIS HE 27 0 5 4 F — ¥ 3(proteinase 3 :
PR3) THh 5 Z L W Hap & 7 o 729,

ANCA ORI IIF DA, PUEFRED 7255
PUROREEE & b IZEEEPHE SN S ELISA 2 &
OEEFIEME L (EIA) b Hvwo s, basET
1%, 1993 412 ELISA 12 & % PR3-ANCA 5, 1997
FEICTIF 12 X A ANCA fil5E, 1998 412 ELISA 12 &
% MPO-ANCA 5 O NE T ERFRINEL S 41, ELISA
12& 5 ANCAMIED L ST &7z, 20124R LI,
ELISA ##E (¥ v b) & H R, FEIA % CLEIA 2
£ % ANCA 5 b BA %S & IR FRIS F 25 BiG S 7z
Z&Mn, ANCA Mgk E DS ANCA BRI I
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KOZW - HEVERHMI BT 50089 g e S
nTCTx7/.

SAEFIC b %5 ELISA 12 & 5 ANCA ##o
FZEIZLD, TOMERBEPMEIC 722 &h
5. 1998 4E M I — 1 v S ME KW 7L — 7
(EUVAS) 2 & 2 EF LRI ZE D 729 0 ANCA 52
IZBE T AL OME 2TV, 1999 4E12 ANCA i
SEEWEICHT A ERAES &N, HED
FrEELEO MBS &0 WETOLEEDHET ST
waed,

AP,

RS

1. &2

IIF (2 X %5 ANCA [A5E D BEPEIZRI L, ANCA
SE L WY B ERAEY % 5 0N2 EULAR rec-
ommendations® |2 B\ CTiE, I[IFIZ X % p-/c-
ANCA [[5g & ELISA |2 & 2 U5 o1 722 [7 %
MHZITH ZEDERINTVL, bAETIE, =
NFE CTEIZELISA IZ X 2 HuRMIELE K LT &7z,
ZhZix, HARTIZELISA 12X % ANCA HI5EED
OF 12 & %5 ANCA S & ) & el PrERIGE S 7z
72OIZ ELISA DI ) IR E R LzZ & &, TIF X
SE S AURET 2SR 8 C o 2 1SR A BT % e & o diiT
HIRTER DS S 0, AHERAFER & REEH & 024 E
EIA ®ATIIF 12 X 5 ANCA 52 DI H 7 S
TVRWEAEL LW EENBHE L THITON
%, ARIEOUWRIC L ) RAEAEEAM LT 52 L0k
D, HHEMWIZHLOMEHBE TEIADAT
ANCA F%E - EREDPTHON TV AHIRO L 2 &
oTETWAEY, LALiAs, IIF Tid MPO-
ANCA % PR3-ANCA D4t ANCA b [RIETE %
i EIA BRI 0E VDY ANCA BHE IS 40
ZW - TEEYE R R LS B M AR D 2 &
5, BE AT IIF & ELISA (EIA) OiE 2479 2
&R S oD

2. EIAGEIC KB E2HT - JEEN ST

ELISA % & EIA 12 X 5 ANCA 5 13t 5 4%
TRl 2 ORI e B ERIRA A S, i S
CIZEBMEE IV SR Twa. L L E2EE
HALAM— S TB 5§, HllERHEELISA,

FEIA, CLEIA), #itlss &N (EEFHE AR, *v
TFx—FK, 7 —FR) R, UEOREETTED
FENZLDPURTE b — TR v M TR
%5l BRMESPEAFE—-—SINTBEBLTF Y b
2 & 0 BREAE, HIEEPRATE R B 2 L A EASHE
ELTHhIToNs.

N T ANCA HIEEOERE B O A D 2 S
NTETW2A ANCA 5 st sl T 0
MADEL 0T, 2011~2012 4E122F, ThFT
RIS SN CEREO—H O IED % S/ 7
DI, FREAPESHOREL o TnE. #BEDD
AETH ANCA BEEOREEEIZEI L Tid 2001~2002
FRED [NEAGHEE AR R e R A - SRR %5
(RS B BAERZEEE ] 12X D MEF S, UEEbATE
THH & T 7z 34t ELISA [ [RF 3,
B, HABIMOME TIEEF v OLHR
HSEBHIT A N T4 > O Q0%BLIT) 27z L
BIFCdh 5 L il & iz (A 57 @5 A B 2 e e
A BRI 221 B A AR TSR MR AR 12 4R
R 13 R EERIEI R ) . £ 72, 2004~2006 4
FIZEBSN-e -~y ATy AWREE
[ANCA B 58 DAFR - BRI T O ERR M
BB L OB L GEEICHE T A 05EE] Tk, b
HENZ BT S MPO-ANCA B AN 2 i D E
WZEBHDTIERVEDEFROTIZ, LR ARFBEEA
R ELISA SASE D IKEE - FRREEOMGET % EIFR L,
J&E L FEREIZ B W Th D EO ANCA OZ Al
EIXFESET, ERILFE BRI TH 5 2
LAHEENY. SRS OBRE A, S, ANCA JlE
BT B IR/ R /O % F o 7 RRA o [ R
&L, KSR (PUEAE, HUE B L 3R
ENBIY b—TOEN), BHEMTE, FEAEMWE, mE
KBHEPS OB, F OB, BRI O
R B IR OB ERIC L D RREDE, &
DIME R T BWT 2 720 DEE D DOFHEITEIC X
D, TOMIZELLHIEBENSLETHSL I L HIE
FENTWBEEY,

UL4E MPO-ANCA PUJE O T ¥ b — FHTIZ TR
BTGB S AHBE 2 B L IEAHBI O RIAHRE ST B
D, SHROBERISHNORESHH SN T» e,
PURIE R PUR DA & H k2 283 L 728172 7% ELISA
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A#ER, FEIA, CLETIA 12X %5 ANCA 21D &,
FMESE - R BT DAFEDENZOWTHIE
ol A & BRIRAE I O B HEVE OMRFEDS L T H B DA
O, M3, BT R, R 2B 7 ER 2
MREDLEETH 5.

FERBLH 12 B W CTid, ANCA I EF D E W I
ANCA B3I 2 DM - GBI RG2S 5
BRI I C B W I - BEoHEIE, WHETH

SR OfIE R IIF & EIA OfE CHlET 5 2
ECHBMAMERET A, 2, HHSN TV LHIE
HEITEE R, HTEOEEDY S - 7256130
Dtk TOREARE R & O IR B ORER & O JLEL
2BV, ﬁﬂmmmﬁﬁfééw:&%éﬁm
B < FRRISEEIESE O L ik i T OERIRITZE
ﬁ5@%@ﬁ@f@%&#?%&wpbﬁﬁﬁf%
5T L hSHIZEL.

@ SRR

L Hk X PubMed(¥% — 7 — K : ANCA, IIF,
ELISA, sensitivity, specificity, epitope) Txf5it
MAZfREE T ICHmE L. ZKERhIZOW TR
201147 HUBEICH R EN/Gm L TH LA, HEL
2 CHRY A M2z 72,

@ BE(CLITREHR

a. Davies D], et al. Segmental necrotising glomerulonephritis

with antineutrophil antibody : possible arbovirus aetiology.
Brit Med J 1982 ; 285 : 606.

b. van der Woude FJ, et al. Autoantibodies against neutrophils
and monocytes : tool for diagnosis and marker of disease
activity in Wegener’s granulomatosis. Lancet 1985 ; 1 : 425.

c. Tervaert JW, et al. Fifty years of antineutrophil cytoplasmic
antibodies (ANCA ) testing : do we need to revise the inter-
national consensus statement on testing and reporting on
ANCA? APMIS Suppl 2009 ; (127) : 55-9.

d. Savige ], et al. International Consensus Statement on Test-
ing and Reporting of Antineutrophil Cytoplasmic Antibod-
ies(ANCA). Am J Clin Pathol 1999 ; 111 : 507-13.

e. Mukhtyar C, et al. European Vasculitis Study Group.
EULAR recommendations for the management of primary
small and medium vessel vasculitis. Ann Rheum Dis 2009 ;
68 : 310-7.

f. Csernok E, et al. Twenty-years with ANCA : how to test
for ANCA-evidence based immunology? Autoimmunity
Highlights 2010 ; 1 : 39-45.
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Microbiol Immunol 2007 ; 51 : 1215-20.
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and detectability in ANCA-associated vasculitis. J Clin
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1. Hagen EC, et al. Kidney Int 1998 ; 53 : 743-53.(L ) 4)

2. Csernok E, et al. Rheumatology (Oxford)2004 : 43 : 174~
80.(L X)L 4)
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CQ 2 ANCA(fBIZ RPGN #2733 ANCA BEMBERDEENR - BIROIEELTERD?

HWRIL—FK 2L

RPGN Z29 % ANCA BEMEXRDEERMNRDIERE LT ANCABEIFERTH

%. &7z, ANCAfEld& RPGN Z279 % ANCA BEMEXDBMOIERE L TERATHS. D7D,
RURICIIBA, ERM#SFHICIK1~3AZED ANCABRAEZHETS. BLEDPASNLBAE,

RO MmE

ROBME LV RPGN 229 2R 2 RFICANER RS B EEHRT .
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o= i

ANCABEMERDIZFBICH T, BEREIGERFICKVMERICKDHERREHMEDET LIRELE
EEIN, BRICEOTERERSICEZRHEEA, BBMMVETTIRMEZERE, BRI HIEIN
SR ERMHISHEER. BRER) EIE, VWoABMEAZRLRIC, NEROFEHEREDH
RICRIET 2, HDVIIEETHIREZIET. RPGNICEAL T, BREDEZAER, BRICDOVTIE

EEIN TR

ANCA [ZI'EX X RPGN ICX 9 2/aBIRERML, MERDEFHEDETEEDICZOEHET
TB7c8, BRRESHEHERRTZYO7—b—H—ELTERATHS. ANCARBMHAICIIRIAR ZZE

THIEEDHY),

BREE T BHAICIE ANCA BEEALDAZIBIRET DD TIEHR L, ANCA 1EE

&R, RRERRIEDDHE - RBEFRORXEFEHRENICHMTT I ENERETHS.

ANCA fEIZIMERDBRDIERE LTEERATHS. EFFHERRICEIISEZ4—ICIZ1~3HAZ
ED ANCABRIE %R 5. BRFHEFFEAD ANCA ERICK L THBRFRID =D DBEN ADFEHE
ICOVWTDIETYRARZLL, SEOBRFDFLND. DD, BREHEFHAD ANCA LR %R0

TeHEICIE, BROTRERZRTICAN, ERRRINERZHRRITDIBEDHY),

AEE{ich o

TIRERRERPIEDDOREFMR G IRREAR LIRENICHET T 2B EDHS.

ANCA f&ld RPGN Z=279 % ANCA BhEMER
BEIROERELTHAN?
@l LU L L L]

— %I ANCA 1%, ANCA B IME %&I2x00 3 5
TRAR e L, SR IE 2 OMEPMET 5 572
O, EEEHSEE MRS 2 a sy — vy —A—L L
THHEEZONS.

MYEERIRI IR

ANCA %% ANCA B 1% 9 O p G B & SOt
THEDE ) PIIOWT, 1985 4, van der Woude 5
&, RO (DF) 12 & 5 c-ANCA 1 i%BhiH
GPA (WG) ? 92.6% (25/27) 2Bk T B DIZxE L,
GBI GPA (WG) Tl 125% (4/32) 12D AT
HotzZ L, ANCA IZFBIFENEZ ML Tw
BE#s LY. 0k, 1991 4 Gaskin 513, 70 1
D c~/p-ANCA [ PEIME %% 50 77 H 2L EO#E
BIRICB VT, ZEBIEM % L T ANCA 29
HebalE T 72 19BIDH B, 6 BIDSFEE L 720I12%
L, EII#E#ET ANCA AL L 72 18 Bilicik

3% <, c~/p-ANCA 2SHIREGIZREEE 72 5 72
3BT IBITHEEL, FFEFFIZIE c-ANCA 255
HELTBY, Zo9IFF6RICBNT, FErT
S5 c-ANCA O LRI H - 72 L i L TwW B,
1992 4F Pettersson & (%, 20 1> ANCA Bk IfiE 75
B (c-ANCA 14 6, p-ANCA 6 1) » 7 £ DE]
BIZBWT, EAEEEOMT & M IIF OF%
wHEIZ L 2 ANCADIK ARSI E LT,
NS DOREGNTFI 25 K H TEMIZED, B
c-ANCA BFHEAEB] 14 B> 5 & 13 Flid ANCA Btk
{EL7A, 2B 1BOARTERIZHZY -
ANCA 75#itE % 7R L7z, —J, p~ANCA 136
i 5 Bl CRAERTBEEZR L E LTWw5Y.
2001 4 Girard 51, #ilA & BRI SM L 7-
GPA(WG) @9 5, ANCA ASHkEE 1215 L1572 50
BHZBWT, BRI D c~ANCA AL 68% (34/
50) 125 5N 7z—77, c—ANCA Ffe b 51 18%
(/3 ICA LN EMELTE. T2, 79%DIE
Bl CIE R ARAER 2523 3 1UE ANCA 1K T 2w L
Btk L, ANCAfEDF i 5 i 5 & BRRER
BATE S |72 L i L v B9,

—77, ANCA & ANCA B:#IME %o BB

29
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DIEEE L nETHHELH D, 1993 4F Kerr
ik, 72610 GPA(WG) Bl & #at L, #BIEENE L
c-ANCA MEASHHBI L 72 B11L 64% DA TH V), c-
ANCAMED L APHEELFHUL7201F 24% 128 &
FHEFEELTNDY.

CNHBEDHTILIF 12 & A EWREIZL S
b DOH %\ )8, ELISA TOHREFMOFREL LT,
2007 4F Finkielman 5%, mim & FRRABIZSIL
72156 B> GPA (WG) @ PR3-ANCA L ~N)L % #eid
L, *F33 PR3-ANCA fEIX G & LB LIKT 9 5
oo, FEEIFENEE OMICIZFHVHEBEOAT, &
fF#H > PR3-ANCA @ FH I PSS L B L 22\ &
HLTWAY, TS ANCA EAE BIHEME & )X
BLL 2\WBihsd 5 &) BEN RG2S, HEEO
HA KT A4 12, ANCA ORIEME & wE & ORIz
IBERE R BRI <, ANCAEDAIZ X > THRIEH
HRE 2 BT ARETE RV ERHENL TV SY,

p-ANCA % MPO-ANCA 2B % iscidd 2w
7%, 2008 4E Terrier 51 ELISA Tilll%E L 72 MPO-
ANCA 2MEBIHEIMEL L 25 &9 2% 38 o
MPO-ANCA B 1% % &% (MPA 15 #, GPA/
WG 151, EGPA/CSS 5 %) THET L7, i
£aE, F¥H2HhAMTEMICIE DK, MPO-
ANCA 1326 TN L 72 QR 478 TU/mL,
EHR%F 41 TU/mL, p<00001). 3557 » HRH
DEFEHIZ, MPO-ANCA 13 74% (28/38) DIERIT
ik L, $FRehhiE % s L 726l 26% (10/38) T
Hol:. BIEHIO MPO-ANCA Ofli &, iGHEZEIE
BT, EEAERNIM P 40 7 A) L B
MPO-ANCA f#, #F#H MPO-ANCA fEDOKT O
L ORIZHEIERED 5L o 7255, MPO-
ANCA f#1Z Birmingham Vasculitis Activity Score
(BVAS), Disease Extent Index(DEI) Trr§ =&
HEEA 27 L IEOMB %290 72 (BVAS, r=049,
p=0.002 ; DEL, r=049, p=0.002) & #HH ST
5.

ANCA il RPGN % %3 5 ANCA BI#IM%E 7212
Y B EHER T WY 5. ANCA BEPELI i35

BE~BHIA2ES 54, FNIHELES
52LbHDH. AT A FRPIEPHIEE Z #HT 5
a2k, ANCA oMbz isE L T 50 Tid%
<, ANCA EDME T E, FRREROTHE, KT
3, CRP A2 E 2 ARG T 2 2 £ 5K
Y THAH. ANCA & IE ROEBGE A — B
3, BEMENCZ% o TH ANCA 2MET I 2R & 7%
WEIH IS 2%, T OYEIIIIRRER O U R
I DOBATIT R OUE 2 EEECBEL, mRED
2 FIWTS 5 %A D 5.

ANCA fEl& RPGN Z=9 % ANCA BHEMER
DEROIERE LTERAM?

ANCA BLEIME OB Z THIS 2Bk L LT,
M E TIiE ANCA EDOHEFREYE = & — DB
BRBESNTEZb00, HEBROFHZ S I
ANCA ff 57 2 38158 & L 72 e B o ki
B L Cldammai T & 7z,

1. ANCA {E?D ANCA RBEiEMEXRBRDOTFHAIIC
S RSE

2008 4F- Terrier & & 38 51> MPO-ANCA B4 I
EROH B, FIRE 116, FEFEIRGI 27 Bl % Hat L
b2 A, P54 AMOBIETE O LR
1 BIDH 5, 82%(9/11) TiEw o7z ABRMALL Tw
72 MPO-ANCA OF LH A H D, 9% (1/11) TIXFF
BRIEE D FE 52570 <, 9% (1/11) Tid MPO-ANCA
FEBER G2 5 OFIRTH - 72, IEFIRE 27 T
1%, 4% (1/27)12 MPO-ANCA OF AN H > 723
DD, 63% (17/27) TiZ MPO-ANCA D&M LA
%, 33% (9/27) OIERBIE ANCA s baEpl<©&H -
DEBRE o7z o 2 AR L 72 MPO-
ANCA O FBFHEALIZE L OIS IZ BV EF1
BEEROCGEY A 1175 95%CI, 9.4-1450 : p
<0.001). MPO-ANCA D5kt & Bk AR O
OB IL A S N7 D> 72, MPO-ANCA OBk
LRSI 572 9Bl L 6 61(67%) TILH
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AL E SR E TOMIMIX, 127 HUNTH
D, BRY 3FTEENL Y ELARETEOHM A
L7:. MR 12 MPO-ANCA HFMEFIT,
B e KA EICEL-72Y. ZhbnZ Ep
5, 1% 51X MPO-ANCA I3 A DIRIEIZ 72 5 & i
DT T35,

ANCA T b5 W o S ik o s bIc B L €
WL ODDOHEDDH A, Han b, AAV O EfRY
I2BWT, 4450 o ANCA F LA %2367 19 6/
21D 5, ERfld: 2 Ak L7 11 61/11 [T
EZDHOFIRED 24 2 [ (18%) TH - 72D 2%t
L, @it L&A -7z 8 10 11> ANCA EH- Tl
EHTIEUNICHBRSEE o722 L 285G L Tw
AV K 51E, MPO-ANCA TR LR |2 PR 8K
xR RO R h o 72 18I L, e iifilf: 2 ik
L7243 itd ANCA L L7-D12xf L
s L 2o 72 14 Bl 9 B 4 [iix BREEAL L 72
W5, B FE L7210 B0 9 6 AL 722 &
FHELTWAY.

2. X IEITHER

WEFAY ANCA £ =% — A% ANCA B I 4512 5F
T EER R L L FROIIE L % 25 &9 A
DWW, Tomasson 512 & 5 X & RITOREEAFEFE
EM7z?. 1989~2009 48 % T 15 CHkAHHH &
ZO%NT, OEHFHO ANCA H EF (9 Tk, #
BEEB03 BY) &, QTR O ANCA Hfel T
(9 STk, #BBHEL 430 Bl) 25RO TR = Fill L%
LE)D, BE SN HERE OEEGSO
ANCA B LA o 7256 OB E X 2.84
(1.65-4.90), ANCA Fi LA e W& ORI
(£ 049(027-087) TH 1), X DM LMEHFEMIC
BRERMELRE. $7-, Bt ANCA LA,
hierarchical summary receiver operator curves
(HSROCs) TR & 7= HEE KL 56 %, FFEEFE 82% T
WRax FUILAES s L7z, MlEMEE ANCA #
TEATIZOWTOYTHEIIZT, 3HPHT LD
ANCA #fllzgE 1 7 B Z & @ ANCA %€ = I L,
HIEHIBEANEAT ) 2R A L ) X PHITE 516
MERLZEE2MELLGBELEL 3HHAHTE
W5E 144 vs 1 7 H T EHIE 443, p=012). 7=,
c-/PR3-ANCA (2t~ p-/MPO-ANCA D139 7V

figh > ANCA # EA-F 2 X0 Tl L 7z (B
JE It : c-/PR3-ANCA 1.35 vs p~/MPO-ANCA
1003, p<001). @R+ D ANCA Fefiehmidid
Pt JCE b 1.97(1.43-2.70) T, ANCA Fifiehs 237
WA ORI 0.73(050-1.06) TH O, et
FICIEBE R T oA EM AR L7z, HSROCs TK
D7 HEE KR - BRI IZ NI 38%, T8% TH -
722,

KGO H 72> T, A TEIIIZ SN
7o S OAE—VEGHE I, mRR B0 ER,
ANCA 5 L Ho5ESR, ANCA HIERH 0 HeE i,
ANCA FABRDEEFHDPEL DL LEHE) DD
MATHFIAEEZIINS V. L2 LR S, SRR
H1o ANCA HEERRIHIE X, RO TIN5 REE
EHRTHY, i, AlRoE=%") v 7BV,
p~/MPO-ANCA @ 5% 80 728 1RO FH
BaEFHI L TV AIRMEAE W AR &N,
NS DORERDS, ERMERTIZI1Z ANCA % 1~
3HATELICHEIEL, FEADNALNGAIIEN
SEDOFROTRENE ZHEFICANT, EEEL RS
BRITRETHHEEZOND.

AP,

FEDH

ANCA B I %8 C @R 0 ANCA fiins &
OREE EATIUTFIRE KT 2 0%, 5\ IdE
EMERFI O ANCA 5 & FRTF B O 720 OB
AOEHEIZOVTOIL Ty ZZZ L, 55D
MEthsfion g, Zorzo, BESTIE, ST
B ANCA L5230 75461218, BROT R
& ARIP IS AR < BRRIER 2 Bl 5 2 DD
5.

@ SRR

Xk 1 PubMed( ¥ — 7 — F :predictor of
relapse, recurrence, vasculitis, long-term follow
up, ANCA, sensitivity and specificity) x5 11 [
ZIRERTIIRE L7z, STk 2) 122 T 2011 4F
THUBEIZEE SN L TH LHH, HEEER L
Bk A Mz 72,
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1 GBM PiiA{E(E RPGN Z 29 53 GBM A BIEB R PB KO
Goodpasture FEIRB¥DIEIE, BRADIEIEEUTHERDL?

i GBM HADHA Hfild 1 GBM HFiid B B 4 $H £ Goodpasture FEMEEE D&
SEENME MR T B OREDISIEE LTERTHS. £/, HOBMFAEE-2—19 % Z £13# GBM
FARB RS LU Goodpasture EREEDBIRDIEIZE LD /-DERTHS.

o=

1 GBM finfkld, #1 GBM AR B X H LU Goodpasture FEMEEDEBIZFHNMMATH Y, ZUIEE
DFEEBEHELTHWLWSATWLS. i GBMiEOXnEIE, EEREONE IS —45> a3 a5 D
NC1 KX > (non collagenous 1 domain) ICTF7EY 2. I, FUREEPIE M—7 DRERADEA,
REMFEPEEE, FEREOBEIEEINTLS. NC1 RXA2DS5BETH, NKiFE 17-31 LD
TI/BBRE(IEN—T7A:E) & CKIRE 127-141 IO 7 I/ BEERE(IE b—7 B : Eg) HiR#:
EDBFRERTEME L GERBEN, Yang 513 a3 D EpL EgliX T 2MGENIBEFELICEEL TLVE
WELTWS. £/, Jiablda3DNC1 RAXASVDFEDNTF REFEREDEEZREL TS,
St%, EHEPFEOEBIZE L TR GBM AN X SR ZBIAHED L H 5.

1 GBM AR B X H KU Goodpasture FEEEFDAEF DT GBM A EOHEZICDWLTIE, BB
M RCT IR EFIERERXICEEE DD, RBENT LI THDETHHREP, BEREEHICENSE
KLEEETHIHREDEZL, BEDROERICERATHRHEEAONDS. £k, HHEDOH GBM kil
&, mBERL, BFE EHFETRAFTHDESN, MPERBICKDIRXIBBFRENBEHESN
TW%.

CQ3
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1l GBM AR B X £ KU Goodpasture EREDOBHMRRIIEL, RAFRICEHTHIHREEDRL.
BREIOBEICEVTEH GBMKMEEDEEDASNTEHY, BROBRELTEEREEASN

.

AP

5= -8B

Pt GBM $tfk D IRIEMEIZ DWW TlE, T GBM $ifk
b1k D B DOF A O s L 72 Hih &2 v ICERE L
72l A, PURDEIRBIIKE A LARBRMAE 05
ENZEBRTIHEPHI N TS, HLGBM Hifk il
RPGN DG HiIlE, Puikbr s L LIS T
Lah, MmEEHERE AT L ICL WV ETFE
WLEL72ETHRCT bRENT WA, RERIEHE
2R T AN T — 4 213 6 HED a d(1-
6)DFTE A TDHH, a3-5 THEIN TV,
PLGBM PO EFENFIZ a3 a5 D NC1 KA 1 >~
(non collagenous 1 domain) l2& 1, il & D i #L
X DPUESEB L CTEENBET L2 E2 51T
W5, AR OPUEREE R PR & OB & O
ADHE A, FEIEER TR L OBENEH S TW
%% Hi GBM $ufk% RPGN O F#IZ VW E 212 &
HOTARRTHY, BFuUCBMhZ2 £=¥% —§4 5%
FIZOWTIRFLT 559

AP,

FEsH

1. i GBM B3/ ENS LUILTH S

PL GBM HLfimiG#E 12 BT 5 H1 GBM Hifkfii o
HRIZOWTIE, % < DIEBIERETH LA 5. Lock-
wood 5 ¥ Goodpasture JEMBEHED 7 FIIZxF L G EED
HiGHE & M % fidT L, BEREHSSE L7z 3 41
TIEHE R 2 I2H GBM Btk 234 L, 4 Tt
GBM #HUADI T IFEE TH ) MEFFENTICE - 72 &
Wik L 72V, 1976 4, Johnson & 1% PRGN & Jili Hifit
% 5 L 7= Goodpasture JEMBERED 4 B2 e HIHIGHE
& IMAEASHRFRE & HiAT L, (GHRBAMG I IR DS
& & B IZPLGBM BB b B TIRT L7z L L
727 W5 H 7% RCT 372\ 5, Bt GBM Hifkfiid &
L & HIZBREL L2 T 5 MEDEL L, HENE

DIFEIZHHATH L EEZONDY.
2. 11 GBM Fi{ADRIHHR (T E ~b—2)

Pt GBM Ftfkoxtiodiliiy, HREKBEONVE 25 —
a3 ab DNCL FAL VIHFET L. #BED
REETIIPLGBM Hifkd ¥ b — 7%, NC1 OFIf
WZEM L TWwnds, BG4 ME, toxic agent F(2
LAHEFEBEEICL ) Y b—ThERET 2L, &
ERICEDIFAT LR S, PLGBM fiLikh A
ENA. MIGBMPEDIY b —F 2oV, ¥t
EZ ORISR, NC1 KAL D) BT, NK
Uil 17-31 D7 3/ FRFEIE (R E b —T AEy) &
CEumfl 127-141 froo 7 3 7 Wk (=¥ b — 7' B
Ep) 2% & OB R THAL L L TR S hvTw
%. Yang 5id a3 $10 EA & EB I2xf§ 2 Pufh)sE
FhEMEHE L Tz & #i5 L, Pedchenko 5 id a3
S E,, Epfls, ob $80 E GBI O 4
BEETHDLZEEWSMIZLEY. 512 Jia b
(& a3 NC1 % 24 DT F FISHIAE L aBRkEphr &
FHEDOMBRERIETSH, RTFF 15N Kl
151-170 fi7), 16(161-180), 17(171-190) HitfA k1451
TRAEBICZHENEZ LT F= Y EXEETH
D, RTF FI6TEEERCTIXEFERIAR TR
F F 22(221-234) PrfEba B TlE AR FRAA R T
BHo129 HSBREBHERLTHROIBEL L TOH GBM
PURD & & 7% DN AHE L W REVED D 5 .

3. HGBMHFMELEF& - ERFRICDOVT

YL GBM HifAfiE & F12122oW\Clid, Herody & 121
GBM HUAr mhiflicdh s 2 L1, WK L7 F
= 600 umol/L (6.78 mg/dL) LI I, fEFR, IEH RER
D7, EFMEHEIZ N L EQITERE
BYBRABRRFTH-o 2L HELTWAY, 2001 48
Levy b 387 25 4F M ITIGHE DT L7z 85 Bl i
GBM $ILIRE B E O 9 © M & i
AR LTI HZINESZ L7 =~ 57 mg/dL
Hgi, Mg~ L7 F = 57 mg/dL Pl TEN AE
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A (13 61), 72 B AN BHT (39 51) o 3 B
G, BAMEEN T 7. TORE, 1FED
AR LB AEFFRITERET100%, 95%, 83% &
28%, 65%, 8% L BT HILEET db o 7 FEBI D A AE 3
EEFRIIAETH Y, HR 0 Z MmEBEscHih & 0
PEINFRENS LT 2 2 L HUR ENY . 221 Blotk
A EBEMETIL, A704 FBLXUY 7 0KRA
77 X ISR TSGR E 2 AT ) BRI LD,
¥ 1% (HR 0.60:p=0.032) B L M EmTFHHEHR
031 p=0001) DUGEIZERNTH S Z EHIRENT
W59 F i CBM AL BEIEC DML LT
MATTH -7, EHMMOP GBM LA IZHE D
<, BYR EGTEREARRTFTHL LN, 1M
BEHIREN L L DR B EE R E ST 5.
4. it GBM HilffE & BIA

Pt GBM JUABRURERMA R RO R 7121283 5 #H
THEE ALV, GREROFRIIFERICINTD
D, I TEOIOFREIHE STV 2 0585
L D) RAERE L TWa 61 &%, ANCA [ E
BT IEZHT GBM FURHAFG B X D b FIR % W E
2 5. OLET ¥ — FFAETiEht GBM #i
A7 RPGN O FAER1E 11.6% & ANCA Bzt
N TH o 72, 12 4R 2 MR L 7291 GBM ik
I 25 B & UF Goodpasture JEMEHE O FHEHIZ BT
b T GBM Pifhfil & FIRICIZHBE A S, FHERO
BEL LTCLERTH 2 TRELRSH 2. F72,
Alport SEMEHRE I THE B ETT 250 GBM HUikA
FEAE E M, BT GBM $UETIE 9 %° Goodpasture JEME
H2RIETAHZ 2B 5. Pedchenko 513, Goodpas-
ture FEMEHE O BH 2B 1T 291 GBM fitfk & Alport i
BEHOBBMZO T ok E b — 12OV T
BET L T\w5. Z0#%, Goodpasture FEMEHRED
#LGBM $iffiE, abNCl HEEO E s & K a
3NC1 B kD E,, Egfifilldh 2 FEDQ Y b — 7
IZHEG L72HS, 1 T 4 7D ad345NC1 KK A 6 =
IS L h o 720126 L, Alport BHEEE %

BETIE, 7R3 s %2 6 2o abNCL 37
2=y PO EMEBICRHEE L EHE LT BY.
Alport Ji B O B BRI L PUAEE OHEIL D
% b O OB 7 A5 HL GBM HUEA AL 5 2
ENHY, T — LEAMEI DL EEZHN
511)-

@ SRR

CHkIZ PubMed (¥ — 7 — F : GBM, RPGN,
Goodpasture syndrome) TSI % 1561912
L7

@ =E(CUIETIRER

a. Pedchenko V, et al. Goodpasture’s disease ; molecular archi-
tecture of the autoantigen provides clues to etiology and
pathogenesis. Curr Opin Nephrol Hypertens 2011 ; 20 : 290—
6.

b, FEMEITVESRERMAE KB RIEEHER A MRS, ST
M SSEBERE O RS, HBE4EE 2011 5 53 : 509-55.

c¢. Hirayama K, et al. Anti-glomerular basement membrane
antibody disease in Japan : part of the nationwide rapidly
progressive glomerulonephritis survey in Japan. Clin Exp
Nephrol 2008 ; 12 : 339-47.

@ 51

Lockwood CM, et al. Lancet 1976 : 1(7962) : 711-5.(L )V

5)

2. Johnson JP, et al. Am J Med 1978 ; 64 : 354-9.(L X)L 5)

3. Johnson JP, et al. Medicine (Baltimore) 1985 ; 64 : 219-27.(L
~)2)

4. Yang R, et al. Nephrol Dial Transplant 2009 ; 24 : 1838-
44.(LX)L 4)

5. Pedchenko V, et al. N Engl ] Med 2010 : 363 : 343-54.(L X
)V 4)

6. Jia XY, et al. Clin J] Am Soc Nephrol 2012 ; 7 : 926-33.(L X
)V 4)

7. Herody M, et al. Clin Nephrol 1993 ; 40 : 249-55.(L X)L 4)

8. Levy JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.(L )V
4)

9. Cui Z, et al. Medicine (Baltimore) 2011 ; 90 : 303-11.(L )b
4)

10. Levy JB, et al. Am J Kidney Dis 1996 : 27 : 573-8.(L )L 5)

11. Kalluri R, et al. Transplantation 2000 ; 69 : 679-83.
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BLERRIE RPGN DS 72 RE T BIcHICHRAN?

B4 RPGN OARBEAHERET BDICERTHS. 2720, BRICLVET
HICHBT DEMPN/ NS X — 2 — O - SHPEETHS.

0= i

BEEROER, BFRUEPHFCEIRECHIHSICIZEWERDY R I DH B aEEEEY B4
EMORAZBERICKI /R EDTE, BFEXESHEIFTETRUVEFIANDBRI7Z SR 1H 28 )
BEDICHBERISBEATHS. —H T, ANCABGHE, it GBMABEMIRASHELR > TS RPGN
T, filEEOHREREDEGRERR, BERICHEDAHEHREDBREFISVEEBERIPHIHEIT,
BEOBREERINETHD.

ANCA BEBRICEAL TZ < DHX THAT HEFERERFISBEMRBEFICTKTI D IEERIKAELK
TH%. ANCA BEBROKREFEEE L TODEDL S IEREKE, REERE, MEIBLHIS SOES
HY, BHEABIO RO T — bH 2008 EICIREX /e, EUVAS(European Vasculitis Society) i
2010 FEICRIEKIAREDIBRLEDAIZE DT 4 DD Class I[CA T =FAEEIRIEL /=, 1 GBM Frikdd

BRT, FRAAEHRERDPFREFETDEDRIDPETHD.

C AT mm

HAB 202 £ 5 B A BERI %S #% (Japan Renal
Biopsy Registry : J-RBR) & #J [a] £ #1253 %
RPGN o F#1% 2007~2008 4 5.4%, 2009 4E 6.5%,
2010 E 78% LAEABML T 5. LA L, BAEM
I, PR EOEPHEN D Y (H RS
DR 10~12 4E D HEFHT I IR S VRG AL E 25 2
T d o 7HERNE 1000 A472 1 2 AFEEE) Y <A
T4 v b AT BWE L TR T I B A
HbH. DL HREEIIHESE T ZTIERPGN 124t
T 5B EMROA R ERT.

@

RPGN ICIZ S F SF 2 FRBOLONEEN,
PRAT RAC & 0 B PRGBS 9 5 RO 2= HE 9
5T ENTEBY,

1. BEROBEREFRER

RPGN DG 781 % B AHEMORE R FED W TH Y
113725 ¥ 7 MLIEGRBR L 2 VWS, BARIT RS
B WIXE AT R L AR, kL oMeEE
BB EM TR L OBE TR L 720 {090
EHdH 518 RPGN Oif# L, LIZLITKERIE
BEAT O A FEA & Tih )] 2 R P &
E L, BYE, BHERER ORI FEFER
BE58, IR AT L 4 5979 BPHLES
IR CEZ2WETH L5 EIIERIEHD ) 27 035
LR FERT 5 LEEORM L EERIC LI VB
ZENTE, BPRUIGEDPIIFETE R WIEFI~ND#H
Tl 72 e B &2 BT A 72D 2D BAEMIEERTH
%. F7z, ANCA Fatk, Pt GBM Skt ER] T
1%, BEMOEBEIZHMOTLLY 259, —F
T ANCA W1, $T GBM Stk & 20 & 7 5 T
2% RPGN T, il IipEssse & OB IREARR,
BAERIPE ) ABHEER ORI B VEET RS
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HHGEOE, BEOBELEEEETRETHL. &
BRI LA B2 S BIIR J5 12 B\ CTHEFE AT VRS
ThHOY, BERTA N4 v TIIBZOHEE L
THITHNTWBHY. ANCA Btk RPGN Té - T b
BHUNEIIRE 2 R L CWB 2 EDH 0 457
A7 5= Farty b EBERBOBEE RS
BRI TH D,

2. BEWGFRR LB T

> A. ANCA BSEE®

% OF L THIE Y 2 B FHAHE RT3 B LRI
ZHEAET B IEH R ECH 1Y, IR (4
B, MatEERE)Y 70 7 A R
PN LTI, 127 A%HHWVIR18 T HED
GFRUERTTHAHZ L 2RI IITAERLH D, R
A MVERZE T, RMIAE 254G, HVERAE L, FRAH
ERDEHERET R LA L 72k O H 55 R
WHEEBFEROMREZMEE LD L LTI
EUVAS 2 X Y #7172 MEPEX O3 7N 235
59,

[ BEGEITIE B SIEBETE OB ESR S 2 iI2IE,
DHE T OFREMARGE & TR ORI I
TWh, ZOLMPT, PRI, FHEm,
JRAE - MEREOREIZL D A3 T 22 THRM
MRERIE 2 27—V 1, I, ML 7289
WP IS £ D 1998 4E LLRT OFERI Tld, KB A
ENOBITRDPEREEINHET R THo 72, L
L, 1999 4 LI DREB D6 & O F i TIEBERERET
BORBIALDSHEE & 72 5 T 72¥. HASE O RPGN
DF % KL X5 2 & % SFEICE TR
¥TEHME L, EUVAS pEVOBEHEZIY ANT
HRYEEL OFE-) 2T ENEEINT
ANCA B#ME KDOBIHE/NT X — & =3, FHRIK
R, RAVERIE, MM B L OTEEN, 2
BIZ 2008 4R ICHER E N2 Lavl, b DiRE
EEOOE E OBEDFHIIAT 5 TH 5.

2010 4% Berden 5 %42M8 L 72 ANCA B#E %0
MR LRI ORI O A2 L > T4
OO Class I251F HNTWBTY, TFEH AR, A&
RERE, EELREREO W asE 5l x
HOTWAPGHATENENEIREL R,
LRI L, SN #7222V DR A

e LTwd, 100610 ANCABEEZIZZ D
Class 7772 %h L, ERIRPT R & OB EME 2 MG L
72 Berden b O #EFTIE, HIIKRAL16%, FHEK#E
55%, &M 16%, WALR 13% D5 Th by, B
MRiE, 1 4%, 5 FROBEHAE & Class 7748 (FAKEL,
e HARRL JRAR, MALR ONEIC ERE A T) 25
HICHBET 2 2 EARENTV S, S HIZRMEH
BIRE % RS 3 OOMEFNNT A —F — (RME
Ziin, HEOMMEAL, RME ) 2k LT L <
b, REREREOATHE LG E & BiiEL OM
BT CEEEN R W L2 /R L, ANCA BI#E %%
HRERBIRE O A THBWHEAIZ 5T 5 20 hk
B, BRNICEHTHLIEREEREL TS,
Berden 5 2L L 72 100 1> ANCA BFEE DA
FUE GPA 391, MPA 61 Bl CT&H 1Y), MPA »SRF
2 EOLbDVEOFEIREFEL>TVE. ZoFR
FZUTRESIXY, HAR 3 TO 10 SEHOJFZE
PIME I L 2B REFG E LT Berden 5 D44
AMEEL 72, 87T A& EASMPA TH ), HIRH
46.0%, A 299%, 1L 16.1%, “FHAAREI8.0%
DA TdH -7z, 5AEFEFFIZOWT, Berden b
D3R — N TIEEIRE 93%, 1 HAEE 76%, RAE!
61%, WALEI50% THo72DIK L, RESDa
A — N TITHEIRA 100%, FHAERI83%, REH
96%, TEALTY 29% OFERTH - 7.

ZoLHiza—ua vk HARTIE Class D5
e ZFDOEFHNPELR>TEY, MPA A% 5
DL ONETIE, REREFEDHDOFHMIZ X 5 755
ERIBEAENORTZ FlT 51234500 L
v, PLEBARIT R & B FRICE L Tdw D
DORRIRWIZEDATHNTETWA. LA L, ANCA
B AR 26T, BRI RS & 2 I6H O E & 3 L
e NV S & & A/ A

» B. 11 GBM #i{ABUEE

BT RICET 2B EORLORNL, A%
TEREE TR L T 2. 2 AMBRIEER50% LA E & &
WCEMliL T2 bd& LT, Johnson &% 1% H
RTERCES 50 % A Tid 8 BIrk 1 45, 50% LA ETix 7
Bl 6 Bl BV TEARE»HEIT L2 & DR %,
Merkel & 1321 A AT 509% BL 0> 20 61 H1 19 61
(SHEFRBIT I 72 o 72 & DFERE . Levy™ 513 Ak



V. g &

R 50% LLE D B H D 23% 13 BEHEENLE L, 1h
RGBT 2 2 L L TR AR 100% T
Ho/BEIT1IHILEREVEEL 2o/l t %
Kot LTwa, L) AR Carl L
b0k LT, Walker 5912k 2, FHMEEE=
85% UL b 11 BB HRREIRIR X 2 61, - AR
85% Ay 11 Bl HEFRBEARIL THI CTH o 72 L DF 1%
TS 5. BEDOHTA KT A4 EZEPIE iz
B VT T EEARERETTIO—F v — b &
Eo Tz bED 2011 EDH A BT 4 212
&, TERMICEEOEREEREEY 3 20 ZR
W LUEEROEGIO 20 TY, SHED S O A
< TRBAR SIS & BRAETE P A AR R V& O RAE LA
BETOHNITIERBOUZEZROLIEGELH L7
O, BEME T L QRFEEILOREIEL IR T 5 2
ENEE L] LR ERTWAY. KDIGO Tldihfk
ANZENDVRETH Y, o ABIEEE 100% T
Ffg A WIGEDAME, Y 7ukx 77 I Rk
BB R E A 70 A NIz C ISk« G5
HIERHERELTVAY.

@ EMRER

¥ 1% PubMed (% — 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, ANCA, antineutrophil cytoplasmic, RPGN,
anti-GBM, microscopic polyangiitis, Wegener 3 &
UFrenal histopathology 3 & UFtreatment) THT - 7.

@ SE(ICLIETREHR

a SIE—. BEMICBIAL Y T7r—2aF-arvkr . H
B4k 2005 5 47 ¢ 76-82.

b, HARENEFS - HEMRGT R RS,

L) BB EAME RTTT 5729012,

EEMHA KTy 7
B EESAE, 2004

3) ANCADEE -

CQS

Fip &IBEE

c. FAHEH. BAMOBILLED, HE 42005 47 1 73-5.

d. WK —, fli. ANCA BIEIEROLRA A FI4 . &
A S B BTG TR B TR S S 2011

e. MRE—, b 2EUETHERERFOZHFEHE 2 o
B4xRE 2011 5 53 1 509-55.

LI FA, M AT R SR ERE OB
2002 ; 44 ; 55-82.

g. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

h. Jindal KK. Management of idiopathic crescentic and diffuse

H 8 &

proliferative glomerulonephritis : evidence-based recom-
mendations. Kidney Int Suppl 1999 ; 70 : S33-40.

i. KDIGO Clinical Practice Guideline. Kidney Int 2012 ; Suppl
21 233-42.

@ 51N

1. Bajema IM, et al. Kidney Int 1999 : 56 : 1751-8.(L “\)L 4)

2. Vergunst CE, et al. Am J Kidney Dis 2003 ; 41 : 532-8.(L X
)V 4)

3. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2006 : 17 : 2264-74.(L X)L 2)

4. Day CJ, et al. Am J Kidney Dis 2010 ; 55 : 250-8.(L X)L 4)

5. Hauer HA, et al. Kidney Int 2002 ; 62 : 1732-42.(L \) 4)

6. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2007 ; 18 : 2189-97.(L )L 2)

7. Berden AE, et al. ] Am Soc Nephrol 2010 ; 21 : 1628-36.(L

~N) 4)

8. Muso E, et al. Clin Exp Nephrol 2013 : 17 : 659-62.(L X)L
4)

9. Pagnoux C, et al. Arthritis Rheum 2010 ; 62 : 616-26.(L X
)V 4)

10. Inoue M, et al. Hum Pathol 1998 ; 29 : 223-7.(L ~\)L 5)

11. Bajema IM, et al. Nephrol Dial Transplant 1996 ; 11 : 1989-
95.(L )L 4)

12. Joh K, et al. Clin Exp Nephrol 2008 : 12 : 277-91.(L )L 4)

13. Johnson JP, et al. Medicine (Baltimore) 1985 ; 64 : 219-27.(L-
~N)b 2)

14. Merkel F, et al. Nephrol Dial Transplant 1994 ; 9 : 372-6.(L
~N)U 4)

15. Levy JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.(L ~)v
4)

16. Walker RG, et al. Q J Med 1985 ; 54 : 75-89.(L X)L 4)

ANCA B (IF ;A THIEME) D pauci-immune B RPGN (B4R
RETEES ) I ANCA 514 RPGN &R DBEINHIEETRULID?

ANCA BB (IIF ;5 THEM) @ pauci-immune B RPGN D& L Tk ANCA

BHERIICE L/aRa#RET 5.
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o= i

DAEEIVENEDREZHADE, RPGN DLDICIE—EHD ANCA BHEFDEFET DI ED
HIBALTLS. LD L, ANCAEMREE ANCA BHRBDLBICEVWTRIEZEMNRERBLEVEND D
DX, FPRELDIRE, BHETRICHL TEREPHDEVDHDRE, REDEIS—ELLR

BRI,

BRICEALTERLTVWREDEDEL, EFMDD LY ANCA EHED RPGN OEERED

FHBIZWELZASH TRV D, BIRTIE ANCA EM RPGN (23X L TH ANCA BBt RPGN (2L 7

BRERAUET DI EEWETS.

O UL L

ANCA P& @ pauci-immune %! RPGN DG ET
2B L TIRRT 5.

CYERIImmmmnmm

(7) Pauci-immune %! RPGN & 7 221213 —%E
? ANCA BEMREGISFTES 5.

(£) JEBH DA 7% v ANCA &% @ Pauci-
immune %! RPGN DR GOFHMIZ W E 72 50T
2\,

MPO-ANCA, PR3-ANCA & & 12t o Ifiss 4
B L CEEAMEID S 1%, pauci-immune #! RPGN @
27% &\ FE D S Y| pauci-immune F12:
PRI SR ERIR B 45 D 32.9% & v 9 R ED & D ¥
&2 AAV D 43% kv EUVAS 55 O#EY 238
5. HHET S MHETIEEEE RPGN 57 ft&o 2 E 7
Y — N O R 5 MPO-ANCA, PR3-
ANCA & b 12 o pauci-immune B IfiL 48 45 1%
pauci-immune 2 H RTZB:R BERIAE 460 10.1 %,
MPA @ 61% & W) FERTH -7 F72, ERMEA
LT — & OMES T, RPGN # 2 L 72 MPA &
% 441 Bld 95 B MPO-ANCA, PR3-ANCA & 12
FathiL 15 61(34%) TH D, RPGN £ L 72 WG &
62 B1TIL561(81%) Th -7,

EUVAS %* 5 1% ANCA [&1:# & MPO-ANCA B
PR BN TR R 2R I e o7z b HE L T
WaY . =7, PED S OHETIE ANCA BHEIE
ANCA PFa#e & i L CTH5 < (39.7 1% vs. 576 %),

JREHER A 70— BIEERE OB REDE Do 72
F 72, BIVREOF I 57205, BRRETH
BARETH o727,

CO2ODOLHTIIHMICEHLTEERLTES
T, I HEGAER S 2 WK TIE ANCA B
pauci-immune & RPGN 2%} L T & ANCA &
pauci-immune %! RPGN |Z¥# U 7258 % FHI & 3 5
L ERHERET DS, EOEL A%, HEULER
F#e EOBEREOFEIIAHTH ), ERIEREIC
L2 DENGRORELEZEZIOND. T2,
ANCA &% pauci-immune %! RPGN T & &M T
ORI RRLEFERP HIMERTH D 2 L %R
LT b REfRE im0 2 NETH L Z LiTn
IETHL LW,

@ MittEER
WHkX PubMed (% —"7 — K : ANCA, negative)
T, 201247 HEF oMM THRE L7

@ 2E[CLI.TRER
a SRS A R R B 2 IR B
BT SO BE O B ARIREHE 2 ML H T EE 2011 ¢
53 : 509-55.

@ 5| A3

1. Hedger N, et al. Nephrol Dial Transplant 2000 ; 15 : 1593~
9.(L L 4)

2. Chen M, et al. ] Am Soc Nephrol 2007 : 18 : 599-605.(L X
)V 4)

3. Hauer HA, et al. Kidney Int 2002 ; 61 : 80-9.(L X)L 5)
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PR3-ANCA E{RPGN & MPO-ANCA B4 RPGN D;aE(IEEA U TELD?

ANCA Bi:EE RPGN O#IERARICE L Tld, ANCA DY T84 7KV BERREIE

KUORIEFMEEE ICHE U/TRBRZHET 5.

OE i

BRKTl& PR3-ANCA B RPGN #*% <, HhHETIL MPO-ANCA B RPGN AZ ). ZD7csH, BR
KDaHEIE PR3-ANCA 2 RPGN OREANZ <, BKDBRZZDEFODPEICHEAT I EICIE
BEZATHIVEDHS. LHL, BEOBRRDAA K51 > TEHOHPERRIC ANCA DY T XA T
PREICEDDOTIREL, BRMAOEREFHREZTOEEEICLS > TERINSEEESRICEDN

BREEERTBHIEZHEL TS, EE ANCA DY T XA TDEBWIEGTFECBHIETERIC
HEBERFZIBVZERDPETERKTHRESINTNS. LHL, PR3-ANCA BTIZFHERICHL

TREVEREEILSBEDDHS.

ANCA PBi#% RPGN O{E# & LT ANCA o
75 A TG LI RET A LB IR 5.

CREnmmmmmm

(7) Wikix PR3-ANCA B RPGN %74 &, bt
[Tz MPO-ANCA #I RPGN 7%\,

(1) WekoifiFd:id PR3-ANCA & RPGN O f#
LR AE A%

(7) BRKRTH HATD BREREE IS WG
HEOBRREZHEIR L T 5.

(L) ANCA O 7% 4 TOENIEMTHRLE
BRETRICEEEZ RIZTS 2\,

(4) PR3-ANCA BICIXFIICL VIEEZ D
RXThH 5.

COMBEEE 2 B 7201213 b A E & Bk ToME
FAZBITH ANCA OF 7% 4 TOEW R SHEICHE
PRFIUE R SR AAV ISR 2 51 E
4 (MPA), %514 2514 W3 MEIE (granulomatosis
with polyangiitis : GPA, IH¥: Wegener AZEEAE)
I PRERVE 2 58 1 951 A 3R BEE (eosinophilic granu-

lomatosis with polyangiitis : EGPA, [HF7 L v
F— A3 B E/Churg-Strauss JEMERE), BFERJFHEI
MERRLV) D 4B EETNE. GPATIE7ET
4 F—+ 3(PR3) 4219 7% ANCA OF#HE <,
E2O3HERTIZI ZOXLVEF Y 5 — ¥ (MPO)
FEM % ANCA OFEEFE N E . ANCA Btk
RPGN @ % % PR3-ANCA F1% RPGN %% 30~60% 2
Ex GO LRk ERR D, DAED RPGN 1 MPO-
ANCA D TR TH 5. HHETD PR3-ANCA
%1k RPGN 13, MPO-ANCA [tk RPGN @ 10% #:
WTHY, bHED MPA Tid MPO-ANCA Fi47s
955% Tdh A DK L, WeKiEETIL MPA @ 30~
509% 2 %° PR3-ANCA Bt TH Y. 2o k) ic
DHETIE MPA OBEEDIEF 125 <, FIokd GPA
EHLETAIE T VAL DEBEEFOT TN
EICHELADZ LIITEELZNT 2080 H 5.
L# L, Hffl3 EULAR recommendations”,
BSR/BHPR #' 14 FF 4 »YDwv§hd ANCA O
TH A TRFE B0 TIE R, RAEGOMEE
LB EEOEREEIC L > TEFRSIN S BEREESHE
WDV TR RIRT 5 2 L AR LT 5.
HAENZ BT H RPGN OB IR Tl R EAE
JEIZEEDOWZBET LT XADHRE SN, RIED
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FEB 2 L COMETTH EMTRTHCGREE
WICEHTHBZ tﬁ‘%&iéﬂfw%a. nB,
TT@@‘IF‘i RPGN 7t & D& E 7 » 7 — b A
RO I3 TER B A'éiv*fiéb B LIRS L 724
£, ANCAODﬂ‘7§7/(7 FWTIUCD L G2 7%
Mo7:V. F 72, Harper b OIREED S D 233 FEHI D
AAV EEOHE THIHER ANCA OFEFIZ L - T
EAERIZE RV E ST WY,

7272, Pagnoux 5V 1E AAVIZK$ 5 20D Ik —
(434 51 & 354 B) % o L A7 IR T &2 A L
72& 2%, MPO-ANCA % 12 L PR3-ANCA
BB 1E 1.66~1.77 fEFR D) 2 7 25 <, s
BN DB D DIZII D DfEa 2 < 156~1.68 fi5 784

DY AT INEWERE L TWwWh720, PR3-ANCA
HIEEE CIEERICL DV ERPLETH Y, MR
FIIHEEICRDRETH D,

@ ifEER
SCHRZ PubMed (F— 7 — K : ANCA, subgroup,

subclass, subtype) T, 2012 4E 7 A ¥ TOHI TH

FKL7z. T72, ThURODPED L OEECHL D
PEZIE CTHRA L 72
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53 : 509-55.
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agement of primary small and medium vessel vasculitis.
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c. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.
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= ANCA BSi&EEI RPGN FJETIE, IFEEmE(CXT T DHEEIC

AR TEE DR D N ED ?

ANCA B:E% RPGN DBREICHE LS inE CTIEIEminE CLEB URBRED ) A7 D&

ié?’; ABDPUETHY),

BERECIORAT 7 I REKVRIBREATOA RE) DREEDHE

HBEWNIEREWRICTI/ORAT 7 I N)DERZEADIEREEHETD.

OE i

1‘97.‘)“@1@ RPGN (SERKICLE L SinED S0

e, HbHBED RPGN DX FROIBEMERICH S D
. PEIEHICEDE TO MU ELERBTREEDZIRZREL,

B L RRIHREZR TS IETH

%-Ekﬁrwmiﬁbmm&ﬁ@@,@ RIETXD D LI EDARELSFELTVWREDEZADNTL
. BEED AAV (ANCA-associated vasculitis) DEHEE L THROHEEIS<EETHD I EIF
E&ik@iﬁ%’(%lﬂﬁ'(&‘d, SEE, BICBHEREEAFTAEICH L TIRERKICIELAETI7OKA

77IROBEEHRELTNS. EDIED,

RAYELSMC ORI BT, MMEREE

B EDRREICH

SERELEEERREBREAT O NEICLDBOERTEIN TS, BHETRENICLZEESE
KOREHEVD, RERIHT BIENSUETHS.
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5D ANCA Bi#E RPGN OB oW T
TN BN

(7) HHEDRPGN 12K IZ I L‘.E?E?A%ﬁf%%‘

(1) RPGN OFZICITEIIES K E < B L
W5,

(7) B, FICEREREL AT 281 L

TWEYZ7URAT77 I FERIILDE LIHEEORK
BEICEEPLETH S,

RPGN &k D7, BHRET AT
f2d 5 2 L 122w T, RPGN OB #igs 12 Cit
EENTBIET IV T) ZADPMEEHIT TN L
ARIBENTWVE, bHEIZE W MPO-ANCA
RPGN @ iy e G20k L 70 % P b & &Kl TR
FORER Z AR L 2z ozl 5 2 &
T, 3 - BEBI O D 5 b O DOEGAEILA
WAL EPRECHELTnRDLDEEZEZLN
TWV5,

Harper 513 AAV #B#& % 65 %L1 (114 61) & 65
mﬂaﬁ(nww 25l J‘T@J)ﬁ%‘w Bt L, 65 mLL
L TIEBERkRE f'?f WEENE W L Z2IR
L7, J)?Etj_ iﬁ"fffk B RYGYE, KT VT
I VIAE A D D) El[fuﬂ?vaw‘ﬁci‘%f%@%ﬁ&%
BEREE L Y ) A7 OWREBENH L L, L
T, AAV OFBEARRT L L CEE =BT CERE

% (Cre>400 umol/L) 7 & N2 ik (> 65 %) %
zf)cffis D, 5 mEBALEBETIIYZ70KRAT 7
I NIE25% e T 5 2 & DY HE MERAE O G Fg %
WoT & 2HE LY. ZHUEBSR/BHPR 74 F
FAUTHHEREL TV B,

DY EOMTHEEBEE RPGN 0S5 1, 59 7%
PUFIZHA 2 & 60~69 B L U 70 A AAV/
RPGN BE DI A 7 (NF— Rl 2 heh
2315, 43MBLHE STV, BIRIEEE 2 B
TH [TFHERAE % #1F % 728, cyclophospha-
mide |Z4E 8 60 L1 25%, 75 %Ll 13 50% i
EIRX| L LTW5, F/, MEFEEEIIOWT

18~24 T AL EA#HEIZEL TW B DS, [ EEiE X6
EIETH 2 2 LR, BITBETIIHEI D%,
%ﬁ’;%ﬁm&E®U17ﬁﬁw:t%%?¢%
. SRR ENTEE CIXERIM A EL T2 L
%ﬁﬁ?«%f%éjtiﬁéhfwé.&h,ﬂ
BREATOA FEICH L T3S E0REIITH
NTESF, Harper & O TIXEGFED ) A 7
EDBEIZE S N o 7255, bOSE ORI & FE
e CTd 5 IMAAV 3Bk CI3EIE % 589E L 728
HHECTIIIESIES L EREIBREEAT O A FEOR
BB o722 EDRENTWD

IMAAV GBR TSR 48 JEBI D 5 B IEGIE
% 19 B 29 TRICRED, T F 2T OENDH 5
EGHEIL 3B ThH o 72, RER 2N OFHER CYCA-
ZAREM I2B T b 144 Bl 33 140D EG4E % 7280
FEE I ECDOR—ND B 5 EGEIL 11 FITH -
7o, BEGHEDY AAV OAPHE & L CTldi b DS
CHEET, WAKOEEZILIREITHA.

B, IMAAV #BR O N R TIXRGHE DA
DBERCE YT, WIS E R COREELRGERHR
PHMESNTBY, TOERITEEREATOAL F
HIZL 2D EHEEIN TS, AT 04 NEHE

JEWCE L CldmiE CEIMOEREIEL 252 &
PRI TW2

D&Y, s, MICEREEELET200
TIXIESEhnE LI L, WGRERIORIERICE 24
EHG L) DIFEGEIC OV TEENLE L E 2
55s.
@ SRR

CHk L PubMed (— 7 — F : ANCA, treatment,
elderly, older) T, 20124F7 H £ COMIM THE L
7z, 72, FNLDBRODAED S OEE D NE
WIS U CTRA L 72

@ =E(CLUIETIRER
a FHUEITHE SEBEREOBERS. HE S 2002 44 1 55-82.
b. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.
c. JEAGEY AT e g AR AT IR B R (2B S B AT SR B RS
SHAETT IR SRR O R IREN S 2 I H B AEE 2011 ¢
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53 : 509-55. (L)L 4)
2. Yamagata K, et al. Clin Exp Nephrol 2012 : 16 : 580-8.(L X
)V 4)
@ 53R

1. Harper L, et al. Rheumatology (Oxford)2005 : 44 : 495-501.

4) HIHAGE

BIBERE RSO0 FEEIEEICKDYIHAGEE, RPGN OEF

BB XIOUEM TEDAEDCHICHITEINDH ?

ANCA Bt RPGN (X9 2 #5amke LT, PEELU EOROE - 354 18I8RE
AT OA NEEMEEIS, BFE £HFRERETS. LHL, 2ENHEEOHBERENSEUEY
THdH, BBRERATOA NEBMEEL, REIFIZROHANSTELRVVERIC, ThaHE
T3,

RPGN 229 3 —7ABXK (VR & TRO—) [T 2 9a%E LT, %8
L EOROFARHEIBBREAT O NESMEEL, BFRPLOEHTRERETS. ££L,
SEMHIEHALS LA THY, BEREAT O NEEMEEL, SEMHEOM#BANIIFE LA
VBAICIRY, Zha#ET3.

71 GBM #1448 RPGN IC 9 2BIBRE AT O NEEWAERIE, BFEBE04E
BFRERETDIRENHD. REIFIEOHBAISZE LD, REIMHEOBRSHSFE L < RS
At FBREAT O REEMBETROHBHIHREIIS.

0= i

ANCA 51t RPGN (X9 2 FIHIBES, BIBREATOA REERENFIZROHBDRATHY,
INETRIBREATOA REEREFCIERRBFZEREB L/ RCT FRALSRWL. LEDST,
BIBREAT O FEEWARIE, REMEROBEICHHY, DPORBZMEIRDOERDFE L ROLL
TOBEICERT S.

OBREDFES DD, TOFEPEBECEY, REDHEOHBICKVEELGREE) AI/DPLUE

EBHEEXONBIES
@FEthBE
@=inE (B 70 L)

@amKED - FRERESEE, RENFHIRORREED HSHIEG

RICEIICIE, BPEDEEEIEE, FHtaERL, BIBREATOA FEEWSROARNEDZ
NZzRVWEWEERUEREVETFEINDBRICOAIKRETS.

GEBEEAHE RPGN(SLE) OV—7ABRANE E MBO—E) ICH T &%, BIBREATOA R
REREBEIFIRCI7OKRAT 7 2 P OHADPRATHY, BIBREAT O NREWREEIL, RPGN
DEEDRFTEZ DD H S EEH D SLEFERD RV /2D ICTRIBEERODESH D V), HDOREIIHIZE
DEADIFE L < BUVGE () ICRRUERT 2.

1 GBM #if4% RPGN OB F#&(Z RPGN OB A THROHEL, it zHF X IERTFREZL LA
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R&EBD. LEHDT, BFRICHTDMROPBF/ATESEN (BHEESTY, BERE, FABEHD
BENPER TRVEE) Ptttz > ER| (Goodpasture fEM&E*) T, RAIMICKERIBREATO
1 NME%E, REIFIE(CI7OKRAT7IN), IRZBOHBADBEREIND. LEPOT, BIBERER
T OA REREMERIE, REIFIROERDIFELBVGEICRY, MRERBEEDHAIPHREEIND

R - BN

RPGN (Zxf 3 28I & LCo, RIEREART
0 FEEMEROBEID & HESEE % ANCA B# A
BRI, V— T AEY, P GBM PR ERERAE
RN THEET 5. RIEE G RPGN 1213,
V— T AE 5% DITH, IgA BE, Shonlein-Henoch
BPOWE A, BRI R ERAE 2, BAYEIZ L B
FRO—FHCRBIFRL L) R ENEENDH, V—
TAFRPN TR E T AZZ L Wiz, 22T
(& RPGN O#%i# % 72 & 2 BGERI D ) — 7 2% 45 (IV
Bl MBI DO—E) 12OV T DRIRRD .

f#

1. ANCA 1% RPGN

ANCA BEE# AR ERIKE 2212 X % RPGN 1B\ T,
BIE AT O A FIEEMIZ L 2 0GEEE ZE
~N&Y41, RPGN OEEDHIFRFT & 2 4 H Dl
B IIERDIR N 72 OFEBAIE R DO WIS H V), 79D
SIEIIFIEEOTHIT E L W ATORBETH L.
DEFE 2 EYIE TGN DO DFIES D h, £
DFEDBETE T, REIHEEOIEHIC & b EAb
DIfEED =N & 2 5B RER]

Q@FEN B

Ot (2 70 Ll L)
@OHIMERIRD - IR E 2 & SR o &
SFHIEND % IEH

RAIICIE, BYUEOTEM &, FMh & a2 %
BL, AIBREAT O, FERMGROERMENZ
NEHNZWEEL ) B REVETRINDEEIZ
B59 5.

> A BIBREBERTOA REEMEEOERE

N T, ANCA Bk RPGN 2 xf 5 & L, %

sl%

B AT T A NIRAEBE & IR 2 R L 7z

RCTIER L5 L2 L%ad 5, ANCA B

MERZEGMERICBOT, B2 HEIEREA

THA FEOFGHESEFR I N, WIRGHEE LTF

HEnT&7z, MERIIHTLRIBFREATTA R

OGN 54 L 72013 1967 4F Frohnert D3

B BY. o, AEETEBIIRIEBE % 150 B2 o

WA L RIB R A 70 A FEMHML K

L, EfrsR, B WiTRWIhbBErs i )R

HCchsbrZERLI. RERGN 2 RELI-LDE

L Tld, 1979 4F Bolton & D#EAH 2. 511,

pauci-immune !, $T GBM PriaHl, S0 S0 E

B % & 960 RPGN I AT 0 A K20V A &%

CRIBREA T 04 FERS 217\ 6 B TERRED

xR 7. 1982 4F Couser (X, T oL &

58 Bl> RPGN JER (9 38 Bl A58 E RPGN) & ##

L, BB E AT O A FIEIZE D 4561(78%) T

BREOUE/E R RO TVEY, bAETIE, JEEHE

BDRPGN mH&ET v r— MREDRH D, BIE K H

A70A4 FEZECHRFEIZLD 247 HOKEHRT

0% L OFEFFERLBEL D, Dok

12, EEONEEREIZZVH DD, RPGN 0% < 1

FEBECIIEEFEZMFCE 2T L2056, ANCA

Btk RPGN ICK 3 2 EIEEEAT A FEEOH

RTEILEE N 22w,

b B. BIBHEBEATOA REBEMELALBEIBREER
FOA FE/REIIFIEH#BAOVWTNZREIRT 2
7'_-)\

1996 4 Nachman & (%, ANCA B RERIAR 75 %
R, BIEREATOA FERME S 7 0KRA
77 3 FBERHDIET » ¥ 2ALILBEER O i % 3
LT, fRIE, FIEREATOA FERMTYH
50% P TR A RO 25, BEHEDIES) TET
Bz Lotz TOXHIZ, BESEIIEIERE A
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T A REEEREIHIEEOEHIZIZS > T h. E

i JL4E RPGN % % < & s ANCA BIELIME 4512

T 558D RCT BATbNT WD, fERE L

T, IXRTCOMETREIBFRLEATTA FED, €L

TEDIFEAETY 70K AT7 7 I FHBPEHENT

B2 ANCA B34 452 pauci-immune B2

AR R E G E LT A KI5 40T

DRIFEREATOA FHEE 7 0KRA7 7 3 FOBE

HOERGHR E 7o TW 52— bhrEOZ

BIgsrClx, WINGESSHE LT, L ENOA

BELZ X B HREOBIREIED RSN TV B, 72

Hh, minE (70 U R RETEE TIE, BAHED

VAZNEL bz, TTRIBREATOA P

HMCRtaL, 2otk EIEREATOA FEOH)

iR R O i % (D 72 B B C R I3 & OF

L, MEFEREANEORITFAREEEETH L LTV

2 7,f,g).

SEEHNHSE 2 Al R E A L LT, SR
WCHLT ULV —REELREEHOBENH 25
&, MmERRA (FEk, /MR, SEOAI) R h &%
L EORTRERER E DD 2 56, #im B L OHR YT
REAEHR O, FEE 7 RGE R TGBY G S B 5 Wy
& REEBHITOLNS.

P C.EERLRMEFROTA(ZHERERLD
=0)
ERBGEICH 725 TE, T FIREBRUSE WL

BPHOFHUNEEL 25, BAERLE, EEMRE

B LA LB FHRUGESHIFCE 5. HEMRE

S, MURME F I ARHER I AR OFEAE, SRER

ROFEICIHZE, BLUOHEIRICBITE 74 7)) /A

REFEIRED 3 ONHIFHI, ZDH) EOVT
PEAETIUL, BIEREAT O FEEZ &4 RIEN
HFEDHR TH LWL S 5. #12, OEHRH
A DB HRREDSE S IS MEZL R A 1,
SRERIRTEAL, REARAEIL) 25 E4K T, BEIRTE(L 5
WA QRS L, BIRICEEE AL
T o oG FRICENTEAR), (3B EEGEo T
BEMEATRE V. LAOLADD, Wolz ABHEAIZ
o THEBICEIVEERTXL6LH Y, GFR 10
mL/53/173 m* Ki CORIB R E AT oA FEE &
LR IR I L ) 57% CHEDR AL NIz E D

Wb Y.

BEZBIET HICH7--TIE, 72k 2 BHkieom
I cE 2T, EHOMEIIERIZONWT
ERT A, b LINERERDS S NWIRIEREA 71
A FEBEBEEBIA L, B ICHR O I JORE IR OB H I
)R HAERCMMORIE R EA T 0 A NI
MIEERCTRSAROBA, A 704 B2V A
RLEEHHZE ORI NS,

P D. BIBRERTOA REIRSEEHEL

ROBEREA T 0 A FHEOKGERHE DRI
WTRE 57270 b a—)Vidhwds, bhEOZHE
et I, BYED ) A7 #EE L, WHGE B
LR T A POV ZAHFENTH  BREVT IS
WTd, YL F=vnr06~08 mg/kgAE/H %
b X)L Twa? —7, ik cidmiing
LELTCF L F=var 1mg/kghE/H (2L,
60 mg/HEBZ V) DBHWHNE, TOkIE, 7
L=voroulas 2~4BHMEHRL, 3~67
ALLEH )T 10~15 mg/ H Kiii ¥ THlliik, &M
BONITHERR 32 2 0% 0. b E OB
et i, WUIGHERGERE 8 HHLINIZ 7L F=V
0> % 20 mg/HARMNBEET S L LTwaY,

2. REESFE RPGN (SLE)

=T AERD ) LEREEO 2B RT O
&, SRERMR O 2R Lo i ISN/RPS 454
ONEI (N F AMEIEHER) B & O ILE! (FARIEGHTY) o
—#THY, CHCVEIPEHETLIZ DD, 4
12, VETHEARERRLEREREN LA SN D
B, RPGN Of&# %7285, TS DIEEIMEDE W
W—TAEETIE, HEROLEOEFRIIART
B, PUIE e\ L RIEIHIRD R & M0 o 72 A8 R 2
BRPER S ND. HEMEREICIE, Mkl L
MM AR, 74 7)) A4 FESBEDIED, R
BN s, ARt (karyorrhexis), A T-ARIMAS
RENEEND.

V=T AFRICEALT, RIBREATOA FED
AN A IR B & E R EMGE L 72 RCT 137 .
L2L, RIBREATOA FEOTFBEMENB LV
RIEIIHEIE M A RPGN % 2§ 5 v — 7 AE LRI
LTHEMTH L LIEHLNTHY, 1980 1L L D
W— T AGROIEFEE L LTRL HVSENTE .



V. g &

FES, ALMS 3KEx % 13 U oo soE i3 o mii e # B
L OHERRR L ORD R 2 MGE S % et O 37X T O ik
RERZBWT, WEIEEE LTATOA ROV A%
FEEUCEHAROREREA T 04 FEPHER S
TWwa. LaL, BIBEREATOA FERML )R
RIS E OBFHPE THH Z L LFEETDH .
Bz 1E, Austin 513, NVEIPZEE2HEO L)LV —T X
BRENRE LT, KERIEREAT O/ FEEM
ERIB AT O A RIS R PSR & BE
L, BPhelilL-els, HEYIORRAT 7
I FERTUA PR R D X<, R=ErlBRE
AT U4 FEHMETHTRODARTH Y, WHIZ
I HEEDH - 72V, Gourley H b, A5 10
A B2V A BGERFIIEHES 7 0k A7 7 3 FEH
L DRI RIEEE L, WMEOPHIEL ) ARTH S
EHELTWAY, RERESNV— T ABEIC
M3 2WN0 200474 K54y, BELUKDIGO
BIETA RIA BT, WlEERE LTy
ARG AR G RERIEREA T A NI L R
(7 uRA77IFNFERIEITT7 ) —VERE
7 = F )V (MMF)] OB RS L Tw 20 (b
HYE T I1E MMF (AR F AL .

DEXY, BIBEREATOA N L QEIHIZED
BERFEIC L D B TP RUEDRPIFECE 5720,
R EATOA FEOBMGEHR L, REHHEEO
R E L R WEAIZEY) ZET 5.

3. it GBM #i{F5 RPGN

$it GBM $ifk %! RPGN O F %13 RPGN @ 7% 2> T
iDL, 1963 ££ D Benoit 5 DHE Tl (Am ]
Med 1986), GO OB FHIL2%, 4T
BIT4% EFELLIABRTH 72, T, BB
BA7uA FEE, GEIHIEE, B X MR b
FEEDATbND L)% ), BPkid 13~31%
HaFiid 42~84% & KIER BN AL NLH, &
BBERBTHLIEIEDY WY, BIEREAT
04 FEOAHMEICE LT, BIEREATO A N3
BRI EHILE L2 RCT 32w, &
I, Cul HIEHFEO 1 MEZIZBIT 5 anti-GBM $iufk
B ERIRE 45 1 X OF Goodpasture SEBEHED 221 #1 %
RIZ, FIBREAT O A FEEMESH, 70
ARAT77 I PR, YZ7uxZx 773 FBLUM

WA EOE PR EGTREILEKL TW
BRI BPRICOVWTIREIEREA T O A
FEEMEEL D L7 0KA 7 7 3 N/
JHBET, M PHRLIIZ7OKRAT7 7 I FIHHEERL X
Oy 70k A77 3 F/MELHMEHECHEEICE
HThh, 1 FREOFEFHR, EaFRIEIATEAR
HBECZ N2 5%, #540%, Y270k A 77
3 /MBS BT 29%, 76% CTh o728\,

P GBM $UARURERRE e % K 5 & L 72 BEEIT SR
RIMBELIRDH R ZMEET 2 RCT IZBWTH
MERE L TREOROMEREAT O/ FB
LU AT B4 ROV A% & G a3 T
bITHE YW Firs# &7z KDIGO @ A R
T4 T, WEREE L CRERIEREA T4
F#gE, Y 7aRA77 38, MO
WENTWBEY, HERICBIFAERFAETL NS
DIEIEIGIE & 72 > T B i GBM FLARLR R (R
FAXTEEEDSIET I2E 7z, JREEr Iy buo—)u
T A2, HOITRIEMN R RIEREAT O A F3E)
EEEFIZ, JHRTH 5P GBM PLik o B2 (45
) B X OPUAREE A O #PH] (k) % w] i
HRDNAT) DB A, LIz ->T, HEDEE
WEET 2720120, FIBEREAT T4 FERMTI
%, TELMEY RIEMNHSES L OISR & R
T2OWEATH 5.

L Lahs, FEOER, 2L, HBHEEGE
DIME Cr &) 57 mg/dL VL LB X SN 254 5
Bifr, & D WIEEEM TR AR SRR S
DA, R 2 G X o T H B EERIE I
WHETELZVI EIRENTVEYW, Lzdis T,
Jiti I 2 B o 70 W UL OFE BT T, B RO
JE A EE L AR, FARAGIER OIS & I 5.
—77, Btz &84 % Goodpasture SEMERETIE,
HEaFPRUED IO AT UL KOV A% &k
T REMHIREDSVEE D, Thbh, OFF
PBIZKT RN R OIHFF T X LIER BN 2 B ST,
MR, EARERORENEE TEVEE), @
Jiti HE 11 % £ 9 FE 6] (Goodpasture SEMERE), TlXKE
BB R E AT O A FEREL & TR % s PRk
*ERTLH. O, RERHEE (S s kAT 7 3
R)DOBHDPLEE LS, EPEANT Y o — LT
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SV ER MR, FEE % & OZESHIH)
oY, TTREIEREAT O A FEREM(A T
O A ROV ) ThsG L, MRz Y %
CEHHEREIND.

@ EMEZR

SCHRE PubMed (F— 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, RPGN & ANCA B§;ERITix ANCA, antineu-
trophil cytoplasmic, microscopic polyangiitis,
Wegener, )V — 7 A% 45 Tld lupus nephritis, ¥t
GBM #ITI& anti-GBM, B & U steroid, predniso-
lone, immunosuppressive, cyclophosphamide,
apheresis, plasma exchange, management, ther-
apy, treatment) T, 1966~2012 47 H ORI TH

Tz T, FNUBOEETEND LEISS LT
FH L.
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HADESSN, BFESIUERFEDIEDHICHESNDN?

ANCA 5t RPGN IZH W TIE, BROETHRLS REOHREFLVEE, HB0
EFHEmAR EDNEREREEGAMELEDIBAIIC, FIATOAM RNV AEENOROGBREATO1
NEDEMZZEL THLL.

W—TABRICEKBRPGNICENTIE, BROETHE

HDVNEFIRHIRIL— T AP R ENDEERBNEGHEEZNDHEIC,
/\O)fﬁ%I:IEIJE%‘&’EZ?EM NEDBMNZHIEZEY 5.

1 GBM #ifA8 RPGN (CHWTIE, itz # > Goodpasture iEMEEETlE, A
%1&%335132—5-&677_ , BROREILHDPDPDOLSTEIATOA R/NVAEEZHRT S, Mz sdEbd
BROBREMTIE, —ﬂ&“t‘_aﬁGDL?ﬂi‘f‘—é”ﬁ’Cﬁét , BHEEREIIRGFTERVBEZRIROT,

BORBHEEATOA REOEBMEZHETS.

BHEIORMRZR/IVDEE,
%/IXT I:I*( I\/\)leﬁFA’

OE 1

ANCA 5fE, Sefz®RaA% (SLE), #ii GBM HifAED RPGN (CX39 2 HEARICDOWLT, SRED
BIBREATOM MEORERATOA R/NVAREDEGRFREV LU BHETRICHT DHRZLEBL
7ZRCT RRHLSLEL. LAL, EREHEOSVLTOBEICIE, EPHDPOBALHRES LU
REIMFIREME LT, FEATOA RNLARENOROBIBREAT OA REOEBMEERT 5.
- ANCA 51t RPGN Tld, OBHKEED ORISR T BRI, @it & DERRBIMERZH DE

.

- RBEEAE RPGN(SLE) TlE, OBHKEDSRICELT DER, FHICBEMRTNVE (active) 22
L. MMt Arz2{R0H558, OBIMERE LT, PRMEIL—TARMbHM
B EDBNEE MEREIRD A SN B AER.

- L GBM HifAE RPGN (CHEWTH, OBHEDPIRICEILT BES, OBROEEICH»HD ST b
HIDHSNBEF TATOA NNV AFEEERT 5D, —RISESHEDEL, BIAE20ETEHE

Wed, BIBREATOA REZIZREY D KEBHDEF TEIGERS.
70Ok :l—)lxti, BEXFILTL R=ZVO> 500~1,000 mg/B% 3 B EHm CAEET L, B5E
FELTT7LRZVOY 0.6~0.8 mg/kg AEARFZROREST 5.

RPGN #JHH6ECH I BEIBRE AT 01 FFELLT, FD%C‘?&I\)LZ?EE

@l LU L]

RPGN (2R3 2 WIiEH & L CRIBREAT A
FEEREEATI e, RO LFERATTOA R0
ZIREOWFNAL T Lk, ANCA Bk, e
AR (SLE), $t GBM $ifA&% > RPGN (2431) T
MeEES 5.

1. ANCA 1% RPGN
SHEOREBEREATOA FREOEE 2704 F

7V ZFRED B DWW T, ANCA BIEE %% &

{r pauci-immune Zﬂ RPGN x5 & L 72 RCT 1374

Ly, W#H2ZAEOMEIHETE 275
%$@@@®mw% mE ERNCEoTiEATE
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A B2V ABEDBINC & ) 2R BIF 28BS
B REED D 5.

Adubiz7L F=vurBltyrsurkiArzy
2 FOWME O L OV A L O3S % i L
FEOREEZBDTNLD, RIFREAT T A N
OYE I L BB L 13 2 2D, Bolton & 1,
pauci-immune ! RPGN B X OV KAEGNZ R L,
7L F= vy B CGRE (5 F1) TR 40%
TENEERGNZ 2 o202, XFLTL =
VO NIEBREAT O A ROV AT 25 61)
TIE80% TULHE, T4%HSENT % BEL L 72 & i L 722,
Jayne 5%, IfiE Cr ik 58 mg/dL Ll ANCA
Btk o B AR RPGN B % x5, R
FBEATOA FHEB X OMELIEOHEE X710
4 B0V 2 pE O WEGRER 2 1T\, B PR
RN RN MBI REATC R 5 L S LT\ .
72720, MEEwWINnd 7L F=var 1 mgkefk
BF/HEGENTEBY), A7 B2V AEED
WFAIARITH 5%, bHE D ANCA Btk RPGN (2
4277 — MRETIE, A7094 KOV 2ERE
AREREE R EA T 0 A FEE L R THERREA
BEND L OFERIIBLRTVRWVY,

L L%ahs, —#iZ, REAT04 2OV A#E
FHEARE I AT T R EHI R R 3 &
OMEFENEPPEFTE L2 L05, MLz &0
I SRR % ) BIEE O VIER], 20l E
PEEE LOMA SN D RPGN BE TIE AT 0 A F/8
NVAREEZE LTIV, 25704 F/58V AHRE
X, AFIV7L F=vrar500~1,000 mg/H &iE %
3 HMHERETIT). —HREEmE LTAFLTLE
=y 1000mgA500mg & Y- Twbinx
Ty A3, I ORGSR E R 2 O RE
PIHIEEZ 1T 54813 500 mg/ HANBIR SN b 2 &
B, AT U BV AEFEHOBELEE LT
X, BAETIE L F=va ¥ 06~08 mg/kg A
DRSS N5.

2. REESFE RPGN (SLE)

W—TAFERICELC, BORMBRKEATTAF
EATUA ROV AEEOBINA L CHEEA R
% ILBE L7z RCT id vy, ERE, WlHRICB N T
REIHIESE L PR SN ARIEREA T 0, FEDO T

Oka—VIdHEICE->TEHLELTHY, AH5E
FHOEBIT/NVAEFEDE, HEVITROATEA M3
HubnTwa b o, FEOBFIT LERIZ N
WABEERIToTWL 50855, Bz L, BIEE
HA7uaA Py rakA77 I FEDERHERED
R#EHZ 7O ba—VTHLNIHL Y 2 DL
European L' ¥ * Y9 % 45 &, Wb 46T
ATHA ROV AEEDMEH ST 5, BARRIC
i, I CHAE 1 kg 4720 xF V7L F=vor]
g MiE3HM (Y7 ak A7 7 3 FiZ 500 mg A% T
FIAG) IR AR 7 L F=v'0 > 05 mg/kg iR, %
#Cld 750 mg s 3 H (] fAFRHERE 1 m?2472 1)
05 g MiECHAR) I2HE & 05 mg/kg AHE, &7%->T
Wh 2L, oREZ O CrikElx, miET
16~20 mg/dL THADIZHF L, HHETIFFY 115
mg/dL & BRI M ISR TH ), RPGN LU
WOIEBI DL GENTnwE, T2, &N
W— T ARG BE (P Cr i 146 mg/dL) &
FFRIZ L7z Mok & O, saE#ifilEE & L ¢ MMF
L 7URAT 7 I ReB L7z ALMS 3 BR T,
MNA T A FEE LTEFITHROTL F=vna v
1 mg/kg KEAHVSLNTWAE™, —J5, FEFIC
Lo TATEA F2OV AL Z EIRL T2 BRI
72b %\, Bl21E, Chan 5 O TIE(N Engl ]
Med 2000), BFAEM MR F 723 ARHE R H
EDOEEH50% L EDE, Ginzler © Ot Tl
(N Engl ] Med 2005), FEAHMERD A SN DA
FOREREA T A FEIZATOA B2V A5
ZBEMT A, ELTwD, i/ TIE, VT AFE
12395 ACRBLUEULAR DA A K4 128
VT, VEOLV—FAELTATFOA 7OV 2R
DIBIMZHEIEL TV BAY, KDIGO A FI4 >
TIXFICHESR ST, — ML HVWONE & D
FHIZL EDHTNBY,

PLEXY, —fizid, OFEiEsEEIZELT 5
RPGN JEBI, JFICEAMRTIVE (active) ¥ £ L, M
fatk & 72\ SAMER R I A R % £ < FRO B 5
BLULREIR & L CHRPE L — 7 R R0\ 4 B 1145 S i
WORLNLER, % EREBEHEOE VLA
&, R A0S R PLAE B & ORI sy &
WIEELT, A704 FSVARELAEETS. AT



04 2OV ABEE TS AH8E, KEORIE R E
AT 0 A FERGAZ L 5 EGYERCMAE R A0 27
D37, SLE BE 2B TIE ARG &I I3
LEBDNLETH D,

3. it GBM #i{F5¢ RPGN

Pt GBM FLABRERIAB 12 BT, RROREIE R
BAT7UA FERATUA NSOV ABEEERILE L
72 RCT 172\, A E O TIE KRR LRI R
BAFuA FEEZTF04 K2V 2AFEEOVTRY
A ENTWRY, wBcB» T, 71 H Ok
GBM #ILER O BT %% 72 Levy b D5 Tl
BROMBEREATOA FE(TL F=v1 ¥ 1 mg/
kg/H) DSV ST WA DY, S0 B M1k %
EERBGES 5%  OIBERERTIX, WGHFES LT
BHEA T T4 R0 AFEAGERIRE LT v 51010,
KDIGO DA R4 > Th, AFNVTL F=vn
Y 05~10 g #fE 3 HH D AT a4 K2V A%
EHETRIR S LR LTV 52

Db k912, —#&I2Ht GBM JUAT R BRIA S %
EEBMEDTE C, BAEOMETH R V20, Bt
FRERN R & BT GBM HURBE A O R0 20 2 #0if A3, B
KB IO MOEEDI-OIZLEERLEEZS
A, FRIZHIn % & 8F9 % Goodpasture JEMBEHRET
&, M FHROYGEYHIFEL T, AT7HA4 F/OVA
% GO R RIEIRIRES T OIS 2 L 0%
Wy,

@ EMERZR

SCHKE PubMed (% — 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, RPGN & ANCA B§:#E%ITix ANCA, antineu-
trophil cytoplasmic, microscopic polyangiitis,
Wegener, )V — 7 A% 45 Tld lupus nephritis, ¥t
GBM %I C & anti-GBM, B & UF methylpredniso-
lone, pulse, steroid) T, 1966~2012 4 7 H OEAR
THEL. £72, TNUHBROEZEHD LEITE

CTHRALZ.
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c. Hahn BH, et al. American College of Rheumatology guide-
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CQ 10 RPGN O#HiaEE L TREIFHIRFEHETEBLVERTRENET N

ANCAZIRPGN D#JHREER E L CRENFIZRISBHRETFERS JOERTRERET
%. 207z ANCA B RPGN D#JHF/ARE LT, BIBRERAT O4 RRICIA TRENFIZEROHA%Z

#ET 5.

@IEEAAE (SLE)RPGN OWEEAKRE LTRSS, SHETEPLOES
FRERETD. ZOEHREESHT(SLE)RPGN OMEREREE LT, BIBREATO1 REICNA

TRENFIROHBEHET S.

i GBM #1445 RPGN O#JRa%KE L CRBils R34 Hh PR aNET Bk
HD. ZDO=HH GBM FitAZ RPGN O#IEAEE LT, BIBRERAT O NEICIA TREimGiss

DHAZHERETS.

7. ANCA B! RPGN

o= i

DHETIE, RERICHT DIEMREP [RETHEBRERFZEIEE] OTHTICKY, EFICEDEL
BREOBRPITODND KSICEO2TVD. EOBHMT, AT70OA K/NILAEEHREREORNBREZATO
1 FRICMA TRENHRZRET RN LERENFBREDERSNDBESEMLTVS. ZOK
(&, BERFREORKEEE, Fi SHRTOFEREZERLALDATREOSVORAT7IR
(CY) (25~100 mg/B) £72E> 7 OKRA T 7 X NAEBEEEZ(VCY) (250~750 mg/m?/ B/A)

=HRT 5.

@ L

M SOWEE#E LT, 1970 £~ L ) BB R
250 F#ELr7akA77 3 F(CY) D%
D) e )G HE & L CHW LT E 72, 1996
412 Nachman 51, ANCA %! RPGN |Zxf 9 % BlJ&
FBEATUA FEEBEMEBIEREEAT O A N+
CY BEREEDIET » ¥ MM RER % s L 720,
OIIER T 5 EFERIE, HARECO5% I LT
BEHBE T % L HEIIEH W EATRENTWVAS, F
TR BT b BRI L CHRARETIZ 031
fFEBMETH 72, 5121996 49 Hogan 5 D%
A EFENEICBNTD, BIBREAT oA N
HAREE I LT CY ST I B W TAE G T RS
T5ZENMEIN TV L (PR CIIIETEREDY

0.18 ). 2011 4EDHAE D b DI BT,
ANCA B#EIMAE 412 BT CY OFG12 & ) BTk
PHEBEICRESELZ EARENTNS (CY 5
(eHHE © JEF%S5-) HR 0.683(95%CI, 0.474-0.986 : p=
0.042) %,

CY DENMEIRENT VB —HT, CY DEIEH
WCE2EELZEIHELREL o TWnE, D7D
CY (28 % SR INHIEE 2 W 72 G & MET &
nTWwb. 2005 4E 12 Groot 5%, ANCA B If %
ROEREARPNZBITLHCY AV ML FE— |
MTX) ®F v % 2Lt Br 2 s L CTw b
(NORAM HF78)® . ANCA BIEIM4E %5 100 B % xh 5
L, CYHMEICY 2mg/kg/H) F7213 MTX #
(RELT MTX 20~25 mg/#) 128 ) A7), IGEBGR
6 7 H BOERFREL R L7z GES R . 561



MHEH] & b G ERER 127 H £ TI2EE - ik 2
HET TN T — VTR BHGET L 72 (Bl
B 18 7 H). MTX HOEMERILL9I8% TH ),
CY#HDI35%BIZH L TH > TiEWwhhol(p=
0041). F#=1E, MTX #695%, CY # 465% T
HY, MTX BETED- 72 (HR 1.85(95%CI, 1.06-
325)). MTX IZBWT b EWEFFEIRIND —
7T, CY OFHEATRENLHERTOH o7z

INhbETEFT Y AL LT, KDIGO, #[E (BSR-
BHPR), WM (EULAR), +—A FZ1) 7 (CARID) &
WEFRDFTA FT A4 2BV TYH, EEE AR
L CRIBREATOA FEISMZ TR CY (2 mg/
kg/H)E 72133270k 77 3 FREBTERE
(IVCY) (15 mg/kg % 2~3 T &) Off A ESE X
NTW5b, bHED ANCA K RPGN D& EigEHC
BWTIE, HRERMBREOBEKREEE (7L —F), 4
W5, BNTHATOEEICL D, 4B E L QHEESE
ARENTWE, ZOHT, FL—FI1 /2308
DEHIZBWTEHIBREA T O A FEHEMGHR TR
BIEEIMED T 236, T0ARm T/ L — FII
FIVHEHEOBETIIREDCY (25~100 mg/H)
7213 IVCY (250~750 mg/m*/ H/H) % £E T 5 2
EDTRENT WD,

CY (2T %2 2 508, ZOEEA#Y O
PRI PRSI 50% & i SN TwWAY . Bk
BEFIZEDCY 207 TV APKTT 4720, &0
CY BLOIVCY OG- RITERIEICL VRET S
VDD, SHIZCY HGOBIE, MERKAIx
LTHFICERZET LS. BROCY BLOIVCY O
&I OWTLTICRT.

1. #80CY

2007 4£® BSR/BHPR %4 K5 4 > Tld, EffE
A& LTHRICY 2mg/kg/H % 5f%3 71 A fkfi+ %
CEDHERR S N TV B DS, TR ERIRAME % LT % 7
%, EHE 60 LRI 25%, 75 LR 50% 8T
RETH L., MIEKBOMEREZ RO 1 7 13558
2HAHE3IHTAHBHE2HEBIE, ZoRIIBHE
s 4. FIEk 4,000/ L Fim, &7 Ek 2,000/ 1l F
W L7 A 3RO CY & — Bz Ik g 5.
HIMEREARE L6 %2 Ld 1 HESGER 25
mg A L CHEB L, 2o%4 8 ERRET S

xR1 FinEBHBEICKD IVCY HEHE

i ;& Cr ;& Cr
1.7~34mg/dL | 3.4~5.7 mg/dL
60 ARG 15 mg/kg/[E 12.5 mg/kg/[A
B0l E 70 A | 12.5 mg/kg/[A] 10 mg/kg/MA]
70 mLlE 10 mg/kg/[A] 7.5 mg/kg/[A

(TRER b KD5IA)

FEE e HIMERI A, fF P EREA (A 1Bk 1,000/ 1L £
i, WA ER 500/ 1L Adii) d A I EES S I ERE
A U ER R A (I ER 4,000/ pL G, B A Bk
2,000/ ul K As 2 WL L) % & 72 LA I1c 3R
HCY ik L, HInBkERE %12 50 mg/ H THE
LT, HMEREAFAEHEANCTHILUL, 1HEMITE
WCHEE E CT¥EE3 4. HIMER 6,000/ 1L i T 2
DLRENZ LT 2,000/ul DL R L7286 121
25% =Y 5.

2. IVCY

AR X IVCY 4 H & 2\ IZRETHICHE L E %
TS D, AER, BRI L 2ESEERT IR
TV B OB T EI R ENEAGIC BT,
IVCY #5-8% 20~30% =9 5 2 L I2 & V) @) 2%
AUC L B 2 &pfiEa N T 5. £ FIT
EBEITEEICL Y CY DB s n b2, CY #5
12 BRI BT R 2 BT B 2 T L v, —T,
BT ZEA LT3 7 AU A LR T B G
DEENRENTH 5720, KDIGO (4 K54~ T
13 CY o#G kAR s T s,

S HZIMERELD IVCY D4 H B 5\ IEHETH IZHERE
$%. IVCY KaA7Hi 2 FIER 4,000/ 1L A, o ak
2,000/ uL FKiii TH LA 121, IVCY 28 L, 13
JAIMEREL A #ERE L€, FImER 4,000/ 0L BLE T2
T ER 2,000/ (L BAES 7 5 72 5 25% i L C R
5. TOBICHMEKRD, FHEkEAE &7z L7
Belld, Ak HETHET 5. o IVCY 10
H#E2 5 kD IVCY ¥ TORICIMERE % M2 5.
FIIfiLEk nadir 3,000/ 1L A, %7 #HEk nadir 1,500/ 1L
R OBAIZI1E, kO IVCY EH O F fEREL 4,000/
uL PLE Tk 2000/ 4L LLETH > TH LT
WL IHEE T 5.

O H I Ek nadir 1,000~2,000/uL & % v & i Bk
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500~1,000/ 4L TiZ, HilEE D 40% =T 5.
@ [ 1Lk nadir 2,000~3,000/ 1L & 5 i i Ek

1 . REESHE (SLE)RPGN

1,000~1,500/uL Ti&, FilElED 20%HET 5.

0= i

RIERT RIS TH AR PRI RE Z 0 \ERIKEYIC RPGN 229 2 ) —T7ABRICENTIE, &
BREATOA FEICRENHE (I7O0KRKAT77INCY)HHVNNEITT7/—IEBETIFI
(MMF) (RERERSY)) 26t L-EaRE#ET S,

CREmInmnnm

W— T AFRIISFE ST 2ERE - MG rE
L, TNEIETLHEDEL L. ZO0FAM
110729 2 CHHELEZRET 2LEVSH L. IV —
7" A B g DR HE L 2004 412k S 172 Interna-
tional Society of Nephrology/Renal Pathology Soci-
ety ISN/RPS) 342 H\2 5 Z L %\, RGO
% Cclass MBLONAHEETR L TH L. b
T class VIZEARERIED 50% VL IIRE % 780 %
CEAMN—TABEREERENDL., V—TAER
IZBWTHR D EREZR class TH VY, FHKRIYIZ RPGN
* BT E0HAH. bHED RPGN #El#HAT
iE, W—TAFRNPRPGN O 37% % 5D TV 5.

M class TIB & OVORFEMER 2T, W&
L LT PSL 08~1.0 mg/kg/H OG- %17\, [fE
FTLB & OB ROUGEE % AR DSO8R 5. K
FRFT RAZ TP AR IR 2 % 7.6 5 6 T
i, BIEREATOA ROV A ER R i gE =
BEHS 5. BFH S 2 SRl & L Cid, 1970 4R4C
L0 CY OFMELE R T AL s hTw
%. 1991 4|2 Steinberg 51, #&I1PSL, CY, 7
Wk 7)) Y (AZP) H v 7iziggE 70 b a— v o
T v 7 MMEIEERER A W L 2Y . AREBRTIE, CY
O &) BFRodEEzlo, £NLFEOEE
BV — T AEROGEEFUIKE 2R E L5 2 Tw
5.

X512 CY o5 HEICHET 2MEbIThITw
5. 2002412 Houssiau 5 1%, BHEY 70K A T 7
3 FEHEREAVCY) (05 g/m?, 6 7 A i3 H &%
HoOLD#BIE3 A H I EIC2mks) L {EAHEIVCY
(—H#05g/H, 2T & 123 7 AM#HS-(GH6 )
D 2T 72T v ¥ AR E S L 725
RABRTIE, M CEREB X UHBRRICELZD
otz E5IZ20104E I BT RO RN HE
Tz, KHELEHE IVCY TEREB LU
TP HRICEZBO RV EPRENTVSY. &
NEDOTEF Y ANE ACRDOHTA KF A VT,
class M B WIZNVD I — FABEIZH LT, &
BB E A7 a4 F#(PSL 05~1 mg/kg/H) B &
CRT7uA4 ROV AFEFITMZ TERAED 5 \WIidE
& IVCY 12 X 2 EHEAFESHEIE I N TV D,

—HTCY &, BEAUESCIIEMREA S, Bk L
DEEH b S22 s, L) ReEhomm o mEi
HIHIC X 2 IRDE ST & 72, 2000 4E (2 Chan
5%, WHO 7 VR OFE)E L — 7 A B %% 42 Bl %
& LT, OCY PIAR (25 mg/kg/H) & PSL PIAR
(08 mg/kg/H)% 6 7 H, €Dtk AZP(15 mg/kg/
HICEBELT6D Ak, @337/ —)VERE
7 = F )V (MMF) (2 g/H) & PSL Wk (0.8 mg/kg/
H)%# 67 H, ZO%MMF 2¥&E L T6 7 Hik
B 2 BEIA T TG L7227, ARBRTld, WEET
REE, BEkfE, EMRICERROT, EKYUE,
A#E BHER EORIERIZ MMF B CTA w2 &8



V. g &

RENTZ. S 5122005 4E12 Ginzler &%, WHO 4
BHIWN, NVEBIOVED)L -7 ZE%K 140 6% xF
KL LT, MMF & IVCY ®F » ¥ 2 bIbEaEr %
G L72Y . RIEBATE 24 B O EER IR T
DT, BHEMEB L OEEOMIE A S MMFE O
EREDIRENTW A, 2010 4£ 9 Kamanamool &
WATo 72 A ZFEHICB VT, MMF & CY I3 Ef#
EARRLEYIEDFEAE RN FMETH D Z LIRS
TWaY ZRHEDIEF Y AHNS ACRDH A FF
4 > TiE, class MdHHWVIEVD I —F A BRI

2. 1 GBM #1484 RPGN

LT, ROBIEREEATO4 FE(PSL 05~1 mg/
kg/H)BLPRTHA B2V ZAFEFTIN 2 T MMF
2~3g/H(7YTATIE2g/H)IC & 2 EMFEAE
EAHERE SN TV D,

INLDMADPSLDIE T Y ARLHTA KF 4 »h
5, BRI RAC T A BRI R IRV A & P il
JRIGIZ RPGN 2 24 5 L — S AELIZBWTIL,
HREATOA FEIZRZEHHIZE (CY H 5 Wi
MMF (PRB# HAY) ) % BEF L 780G A HE SR <
ns.

OE i

1 GBM #ifA% RPGN (EHHEHF R RPGN DFE EZN TS, DHAEDBFEEE TIX, AEED
AR E U TREDFHERE (AT 040 R/VLVARE+RENHIZ) & MRRKIPFEOHAREZRA &
LTWB. 2055, REMERICEL T, RORBKREATOA FRROAZTIIIRDPA+2E0L
FRIBREAT O FRESEDOEHRRMLESTIFREMFHE (/0K 7 73X K(CY)1~2mg/
kg/B) OHADPHRINTNS. 272L, BRERTHICHLTE, REEDHE, LKL LUIEKEREZ

BIIDUEDDHD.

@ L

Pt GBM HufE% RPGN 13, HRICEHERE TR0 B
ThHrH720, %L OHETITROBBRLZE AT A
R CY B & OMEEA#ui ik & B L 7216805 T
bNTWwh. 2001 4F 12 Hammersmith Hospital 2»
5, YL GBM PuikdiE 85 Bl 25 4R 12 b7z 5 BT %
BHEENTVEY. 20 HTIHIERAOTL F=
v'a v (PSL) (1 mg/fA & (kg)/H & %\ 1 60 mg/
H], CY(2~3 mg/kg/H, 55 LL FIdE EH =,
2~3 71 A) B L OIEEseH (50 mg/kg/ ], K 4
L/, 14 HM) 293 2 EEMThb w5, [
BEIZE Y, HERBEOIMTE Cr<5.7 mg/dL T
Ho7219610 1 EBB L OEEEFERIIBOBD
95%, 100% CTdH ) B F#HD BRIFTHD I LAUR
ENTW5D, —J, M Cr=57 mg/dL TH 7213

BIO1EBTELLIOCEFEEFEITIBOB O 32%,
83%, {GHEFHIAREIZ ENT L Z LB E L7239 60 1
FEEB L OEREGERIBOBD 8%, 65%TH )
IBHRFIARE O BRI L ) BERRE TR B L O haT
BOEALT B 2 EAURENT VA,

S 5122011 4E121F Cui 578, TEOH %1235
V7 % HL GBM HULfkIi O 14 A 0] & BIEEIF 28 % s L
7270 xR, 1998~2008 4 F TIZFEAE L 72 Ht
GBM Pufkdig 221 BT v, HEE L L CORIE K
HA7uA FERMGE QRITKEATOA R
H+CY, QORIFREAT O A FIE+CY + MAEsH
WML CBRE TR B L O EG T REMRE L 72
ZORNTRIBREATOA FEBLOCY 12Nz
TSR A AT ) IR RE T A B L OV EaFi%
g L7z (BAEICR4 % HR 060(95%CI, 0.37-
096 :p=0032), MEAEILIZH$ 5 HR 0.31(95%CI,
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0.15-063 : p=0001)). F7, EIBFLEATOA F
SEHMGEHIZH L C CY OB Em PR EDE L
(ARSI 9 % HR 043(95%CI, 0.21-0.90 ; p

=0024)). —7J, CY OBEIMIEIBREATOA N
HMERICIL L CERETREUEL 2072

(HR 0.92(95%CI, 056-1.49 : p=0.73)].
DDz ¥s 27056, Hil GBM Hifkil RPGN
PR & L COREMRZR I E G PR ZUEET 27

REMED D B 7200, EREREZ A L 72 SRS o Of
MEZEET 5. — i CHEIERE OMEST L72ERC

BT, BHERIUETH2HEMEL 25720,
R 72 SRR L 2 4705, RAFRIIGHE TS
TALELH L.

@ EfEER
kL PubMed (£ —7 — F : ANCA, renal vas-
culitis, GBM,

eryhtematosus,

lupus nephritis, systemic lupus
immunosuppressive therapy,

Immunosuppressive treatment, clinical trial,

meta-analysis) CTxf G Z frE 3 1 TME L 72,

@ SE(CLIcTrRER

a SAGEITHSRIRMAE RS HIESHER AR R RS, SEUEST
P SE I OREIEST S 2 . HE 458 2011 5 53 1 509-55.

b. Walters GD, et al. Interventions for renal vasculitis in adults.
A systematic review. BMC Nephrol 2010 ; 11 : 12.

c. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

d. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.

e. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.

Ann Rheum Dis 2009 ; 68 : 310-7.

f. Menahem S. et al ; Caring for Australians with Renal
Impairment (CARI). The CARI guidelines. Induction and
maintenance therapy in ANCA-associated systemic vascu-
litis. Nephrology (Carlton) 2008 ; 13 Suppl 2 : S24-36.

g RIGA—, flifi. ANCA PIEINE ROBENIA T4 ».
JE A 7 il e e A IR, 2011,

h. Hahn BH, et al. American College of Rheumatology guide-
lines for screening, treatment, and management of lupus
nephritis. Arthritis Care Res 2012 ; 64 : 797-808.

i. Bertsias GK, et al. Joint European League Against Rheuma-
tism and European Renal Association-European Dialysis
and Transplant Association(EULAR/ERA-EDTA)recom-
mendations for the management of adult and paediatric
lupus nephritis. Ann Rheum Dis 2012 ; 71 : 1771-82.

@ 5|AHER

1. Nachman PH, et al. ] Am Soc Nephrol 1996 : 7 : 33-9.(L X
)V 3)

2. Hogan SL, et al. ] Am Soc Nephrol 1996 ; 7 : 23-32.(L )L
3)

3. De Groot K, et al. Arthritis Rheum 2005 ; 52 : 2461-9.(L X
v 2)

4. Steinberg AD, et al. Arthritis Rheum 1991 ; 34 : 945-50.( L
~N)L2)

5. Houssiau FA, et al. Arthritis Rheum 2002 : 46 : 2121-31.( L
~)L2)

6. Houssiau FA, et al. Ann Rheum Dis 2010 : 69 : 61-4.(L )L
2)

7. Chan TM, et al. N Engl ] Med 2000 : 343 : 1156-62.(L )V
2)

8. Ginzler EM, et al. N Engl J Med 2005 ; 353 : 2219-28.(L X
)V 2)

9. Kamanamool N, et al. Medicine (Baltimore) 2010 : 89 : 227-
35.(L)L 1)

10. Levy JB, et al. Ann Intern Med 2001 : 134 : 1033-42.(L )L
4)

11. Cui Z, et al. Medicine (Baltimore) 2011 ; 90 : 303-11.(L )V
4)

CVIORARA I 7RSI D5, BOLFFEIDESS

CQ -I'I RPGNI :
D EEE TR B RO EG PR ENET DN ?
RPGN IC70KRAT7 72 RzRE5T 35568, RO ITEHRETEREPLOED

%fﬁh%’& BEIRLN,

BRREOBRETRELSVOESRTRENET S,
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HHPED ANCA B RPGN DEZEEEICH LTI,

BB OBRAKREERE (7 L— ), Fin, B

HITOREICKY, 4BICHBELTEREDPTENTVD. ZOEDT, JL—RI KL I#HDERE
IKEVWTRIBREAT O FREEWAR CRRIESEDIFHRT 556, 7T0mRBETI/L—FIEL
RVBEORBETIHEOSIO0KRAT 7 R(CY)(25~100 mg/B) /2> 7 0KRAT 7 I NKEEF
EFE(VCY) (250~750 mg/m?/ B/B) &ZE 3 3. RPGN (C CY 212579 3154, ROLFHET
BMERPEEZEROBEICEZRDDD, BRETESLIVUESFRICIEEZRDEL)

@ L

M S DRBEH & LT, 1970 4448 X 0 BB R E
AT 0 A FIL CY ObfFIFR DR 2 )G
ELTHwWONRTE., £ DOBRIZEIZTCY O
HRIMEATRENTWEL—FHT, CY DRIEHIZL %
BELAIHEDMEEZ>TWVE, Z0RHCY D
P57, A GE e SN 2 a7 h
NTE7 FZIOCY & IVCY OIEICE L Tid, &
NET42ODRCT HEERTWEIY,

2009 4£ 12 EUVAS %5, ANCA B % 4 8%
49 % & xR e LT v ¥ s bibiaEnsfs s
TwaY, KBFeid, IVCY # (15 mg/kg/2~3#H
&) RO CY # (2 mg/kg) [ZHR Y 730 F, B, 78
ffE AN BT 2 WM (R EFFMEE ), Bk
B, AEFSR, CYRESGEICOWTHE LA 2
D9 b EFE AT LM, EEMGHRI VA E
DERFEL L OFHERIIMHETELRD Lo 72,
FoRkBPoOBRECHE KRGS ER a7
(BVAS), BIYEDOPRE LM CELZ RO LD 5
72, EMERANE O MBIERIE, TVCY #F THEL DMK
Ao 7z (HR 041(95%CI, 0.23-0.71)). CY #&#% 5
#1x, IVCY #£ 82 g(IQR 5.95-10.55), #&FI1CY %
159 g(IQR 11-225) CTH 1), IVCY #HTALh -7z
(p<0.001). 7L F=vorikgEdmETcEsr
DRI 7z,

X 5122010412134 DD RCT 2B B A % T
B ENTWEY, ZofM%E, IVCY B, #11
CYBELILLT, BHEBLUEGTFRICEELED
o 72 URFEBIEEFRFOEIE RR 1.90(95%CI, 0.92-

391 :p=008), mIBEREDOEMAEIERR 0.77(95%
CL, 044-132:p=034)). —F4, IVCY #TiZ, #&
K CY B LT, HIMERIEAEDSEEA D % 0o
7275 (RR 053(95%CI, 0.36-0.77 : p=0.0009)]), ¥
R E Do 72 (RR 1.79(95%CI, 1.11-2.87 : p=
0.02)].

D EokERZ#ET 5L, RPGN 2 CY #F%5-¢
B8, R L EE CHIAESH ERHROME I
RRODLN, BRETHRBLOAEGTRICITEEE
DrEwEEZLND,

@ SRR

CHK 1L PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, cyclophosphamide, intravenous
cyclophosphamide, clinical trial, meta—analysis) T
xSRI A IREE IR L7,

@ BE(CLIRER

a. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.

b. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

c. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

d. BHEAEFTU SR ERATE KB RIBEHER G ZE &, SlHETT
B RIEERE OB HRIREEE 2 L HE 582011 5 53 © 509~
55.

@ 51/

1. de Groot K, et al. Ann Intern Med 2009 ; 150 : 670-80.(L X
v 2)
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2. AduD, et al. QIM 1997 ; 90 : 401-9.(L )L 2)
3. Guillevin L, et al. Arthritis Rheum 1997 ; 40 : 2187-98.(L ~X
)V 2)

4. Haubitz M, et al. Arthritis Rheum 1998 : 41 : 1835-44.(L X
v 2)
5. Walters GD, et al. BMC Nephrol 2010 ; 11 : 12.(L*\)L 1)

%‘\Iﬁﬁﬂ%ﬁ*ﬁﬁ‘ﬂ\%ﬁ RPGN [C3d U TR EiIHIEAIFE FRS K

S FiEcdE I DIcHICHIBSINDH?

BURESBITHAEL RPGN D55, ANCA Bt RPGN 3 &V —TABA TSR
BIFREIBTRELVESTRENESES.

11 GBM #1{4% RPGN T3 @il A £ 11T L T O BFROYELRADLR
BEADEVY, BHOEHHILETRESTRIWET B1-ORBENFIREERRETS.

o= i

ANCA Btk RPGN TEEABEEZEZ#5F4AICIE, EULAR(the European League Against Rheu-
matism) 1M1 R4 VNCHEWTIHRIBREATOA REESIVORAT 73 R, MFRGBEEDSHREZ
T3, ZEHFERZEY 2 RPGN ThoTH, BICBERICEOLTERERRAEDEIEHRZNT
WBBEICIEBFRZIESES. LALEDS, RERIFIEAIIEREEHRETIBEREDITES L
o, BRECPLEREPFTRELBECIIENTFREZBMMSEIBEEEH V) EEICKRET T I2BEDHS.

W—TABRICHE LT, ACR(American College of Rheumatology) i1 KZ4 > TIEM/NE®D
BRREAREIREREATOA R/VUVAEE BB 70K T 73 K/ULAS L LI MMF 5
BEREER>TWD. BNEZETRI—TABRICEVWTHZERREICK 6 HARIC 59.3% W&
MEUBER L, ETHRE 1A% THho>EEVWDHELHD. REMFHFEICEK Y BHKERENS LD S
P, BERZEDEIEHNZVBEICIEEEDH#H L < LD, BEMRPEII—CHbZTOIENEFE
L.

it GBM #14A% RPGN T, ZEESEMPUERSBEICIEERBZENFIEEZIT > THBHEDORED
RADBENWZENZV. ENEHALEELEERZEDIBAICIE, EHTFEREWET D /OEEIMFH
BEDHREIND.

TETH LMD D 57, RREAIAHTH -7z

@'t L L]

BWHF I CTILENT & 2 2 &) B EAEOET
L 72 RPGN D¢, FHIZE R BIZ IAE R D 1R
T AHMERIIMET L, eI L 25D ) A
7 E 20, SUEIEIREO A ) v b - T A Y
N EZERRT) REND B, — IR K
HEC, BRREOEALA € — PSR ER R B AR
(2B TEMEALIRZE DD 72 WAEF] T I ERRREA T 4

0 RBFREREIR 2 PR 42 BRREE DS AN R D 72 0O B AR 28
JEAT T & 22 W TR IIHR L O SUG 2 TR L
HWGELDH 5.

Z 2Tl ANCA Bt RPGN, WV — 7 AERIZ &
% RPGN, #T GBM #itfkEl RPGN 12 BT % S
O RIEIZOW TS T 5.
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1. ANCA 5% RPGN

European Vasculitis Study Group (EUVAS) 2 X
554 K74 2Tl Cre 566 mg/dL VL L OEAE
O A, EEENCOES N, BIEREATOA
FEEE L 7uRZAT7 7 3K, &SI HEE %
179 Z EDMEIEE N TV B, Jayne HiE, 2D XD
T B BEE AL ) FEFNCRA LT 3 BIRICAAEL
BN E T CWARWEIEERN/-L 2 A, RIBRE
A7uA N RO r7uRA7 73 FEEQCS
mg/kg/H), A7 04 K2V AEEE T 72 Tld
49%, FEIEREATOA FEE, KO 70K 7 7
I N (25 mg/kg/H), MEERRHERE: 21T 728
T69% Th o7z iis L, MEESSHIR L O P HEED
139 DEREBEDORESRIFTHh o 72 e HE LT b
(MEPEX #if8)V. %72, Pepper 5 I|3ZWik:EHT %
BT L EEEREELMN S ANCA BEME &IZHE W
T, BHEIRAT 70k A7 7 3 N0 AHEE(E G
I U T 75~125 mg/ke) &, BIBREATa A N
S MR 2 61T L 3 4 H B IZENT 2 S B
LTV EEE2HRIE 2 AH634% Th o722, 14
TRIEAE LB 2 5 BB L1572 ERIE 66% T 1,
CORRIIEOT 70Kk A 7 7 I NiREL ) R
RS 70k A7 7 3 FIREDIZ) 2 1 Fia0 L4
Tk BIHRI/BGFTHLUREELZRTOIDOTH-
7z.

BB EE A ) ANCA BHEME RIZBWT,
EERI BN MIE T 2 200 &) 2% Tl 2 iR
BN T2 R mEDH 5. s id MEPEX %8
DT E L TITbNI2b D TH LD, 14EHED
BiREx TS AT LT LY F =
it, IEESRERGEE, Fn, BB X NEEORME
BERA % BT, 1 FEHROBENEER IO W CXIER
REEE R TV B,

DAENZHB T B ANCA Btk RPGN (2 B1T % 16
BEtCId, AT R E R A AR ZE P A
T RSFF2OFAIC L ) RPGN O H H
FI50% L EGIE T D - 727280, [Al—DIFEETH > T
b FE G R BT R E TR X A RIEH
DIERIENTE L b 720, HENEZ —EKigH 5 2

Il o TWDh. ZD70, B ENT 2T 5
WA, Y7 aRAT7 7 I FIBRIIITh % Wik
BErhoTnaY,

7 bbb, ANCA B RPGN 2B W T, 2
e BT S B 7 IREE T d o T B ICIEH R Bk 78
Fo T A WA IIZ e MIE - 2 W EE kD S %
728, SEIEERE SR SN L 08, RYWIE & BE
TLURMDE T 5720, BRERPEYRENARR
IEB CTITEE MG 3 2 LEDH 5.

2. V=T RABRICK S RPGN

V=T ABRIZBWTRPGN 2 X 72T HE50%
CIE, &RERIERD 50% L EISHENZDO SN E A
PV — 7 A8 LIFIE N 5 ISN/RPS 0412 BT 5
NITdH D, 201247 A1) ) 7 <F%#4(ACR)
MORSNIEHETA FT A4 TlE, M/NVEOE
8 AP AT a4 F(GC 79V A, GC 05~1.0
mg/kg/H)IZMZ, &EEIRS 7R 77 3 B8
b A (& 0 500 mg/2 3, I 1 500~1,000
mg/m? BSA/H) b L33 a 7/ —VBE7 =
F WV (MMF) 2~3 g/H) " IE#ERE L o Tw
29 GEREVBEIRMY 20K 7 7 3 K8V
FREDHEIETRIE T D o 7275, TRYE R A FH B A it 2
DS &) LEVEDE A REIIHEEEAK O 5T
& 7z. Kamanamool 512 & 5 X ¥ ClX, A5 1
A FOEFHBEIC BT 58RI 7 aRk A7 7 I F
B & ORESERIZ BT, MMF BT SR
AR EYE % a0 - RER NI BV TR DR
57,

Liang 132 BT 288 BHEL X2 L7
V=T ABRK 18 Bl amAM ST L2 25,
BIBREATOAL4 F, Y 270KRA7 73 FIREICT
B AR & AT L 2RSSR, 6 7 A BRI BTN
L72%141359.3%, FELHIZ111% TH > 729, & H
BEOREIRGS 7 0k A7 7 3 FEEIZEEERE
*EO LR IRE L 2. BHsEO IE & MY
LINTHRIEH LI2E 2 A, HR(BME), BAE0%
EPSHFEE TOMMMPRNZ L, Ta— EEY A
ANFERLTWAH T L, &P MAEIE, EHREDRIE
RERTTHo/z. BHEEORELZIEL, Wik
FIEIHIEE A 256120, B LREORE
AT A C L AEETH Y, BB RE R E B
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T&H I chronisity index %, BAEMIARETHN
FELI - TEEROFEL A TBLENDH 5.

W—TABFRIZBT 2 ENEEIZOWT,
EULAR/ERA-EDTA #' 1 K J 1 ¥ CIXIEREN T
WBEREED ) A7 P4 oL (T AL X)L
2), MELENTIZBVTIEP) Y IREPURRG R Tl
77y KT 7R ADIE N7 TIVHBET I LD
NTVWAH(ZETFTYALN)L3).
3. i1 GBM #i{FE! RPGN

Hind 51, ZWiERENT A2 7% RPGN 48 fll2>
WCRHIBREATHA K, Y270k A773IF, 7
FF AT Ve EORIEIGIE D & AR &
TV, BB LUEGTRERRZY. ZofE B
GBM #L£ % RPGN Tl &FIEHEFIX I L %2 22>
72olzx L, Bt GBM Hiufkkatk RPGN (WG, PN, JH
MR 92) TIE 63% TEM D LHENL L Tz, 2o
KFEA S, PLGBM $UAT RPGN O34, L ) Fi
FER & RANGRBIGDSEE CTH % LGOI T 5.
Levy 5 #t GBM HLfkIR O BH 71 6 % 2 A 1) &
(ZFRAT L, RO B L B PR AT K
T BN MR, BB RE AT A N, &
JURAT 7 I FEEE T L CWwWio, ERGE
D7 V7 F=r57mg/dL RO 1 FEFE
100%, BF% BB THY, HHFEEHBEEDOZ LT F
=y 57mg/dLUETH->TOLREENZEL 2
Mo T2HETO VRO AAFEH83%, B 82%
THho7zDIx L, BEEMZELLHETO 1 FE
DHEAFEIE 65%, BAAFRIL 8% &L BRENM L ET
LETOETFHRIZEDOTRETH- 72,

COL)IHWHENrOBENEZEST D L) HAEI12
&, SRIENHIEE A M L C b B RE o RIS R BT
HY, BRBIMAEFFILINIIE A ) v MZd vk n
IE2ITbHAB. Flores HIZZIRRPMEIRD D ) 1
& 0 EHT %2 B L 72350 GBM HUfim 12k L A sc i
A AT O I RIEIFIE B L2 Tb e h o
28BIDTHha Il e A, SHHFEEN I 572
AP0 GBM PR IZBEMEAL LI & HHED MR D 22>
PZEWELTBNY, RIENERDOADRIRE EE
LTh &,

HENZ BT, 1999 4EPT GBM JLiAMas 236
BIER SN THh 5D 7 v — NREIZ L 2 FHRHAE

7 AT MAELHHEREOREATRIIEZ TR H 00
1% 7 L 79 = >~ 6 mg/dL LL_E o #i GBM $ifk %
RPGN OFRZIIABDFTEFTH L. L L 20T
D7 D TIERBEIHIRELEZITb R VLD $1T7-o7213
INFEFRIEIVEHTZH D, FES S O A
< PR BRAHAR A O LS R TE 1 H AR R B B O #AfEf L AR
ETHIUIEREOWELBDOLGELH L7720,
HAEMRETET L CREEILORIETHERT L2 N
RSN

@ SRR

CHK L PubMed (¥ — 7 — F : GBM, ANCA,
SLE, lupus, renal vasculitis, dialysis, immunosup-
pressive therapy, immunosuppressive treatment)
THREHIH 28T IR L.

@ BE(CLIXRER

a. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

b, SHAEIT PR IREE RS RIREHER AR Z RS, SAE T
B RO B RIRS A 2 L HE 58 2011 5 53 : 509~
55.

c. Hahn BH, et al. American College of Rheumatology guide-
lines for screening, treatment, and management of lupus
nephritis. Arthritis Care Res 2012 ; 64 : 797-808.

d. Bertsias GK, et al. Joint European League Against Rheuma-
tism and European Renal Association-European Dialysis
and Transplant Association(EULAR/ERA-EDTA)recom-
mendations for the management of adult and paediatric
lupus nephritis. Ann Rheum Dis 2012 ; 71 : 1771-82.

@ 51ANH

1. Jayne DR, et al. ] Am Soc Nephrol 2007 ; 18 : 2180-8.(L X
)V 2)

2. Pepper R], et al. Clin ] Am Soc Nephrol 2013 8 : 219-24.(L-
~)U 4)

3. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2006 ; 17 : 2264-74.(L X)L 2)
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2007 ; 18 : 2189-97.(L )L 2)
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ANCA B3t RPGN (X9 2 9EBame LT, UV IY T ERBREARTOA R
OB, BFEPLOERTRERET ZUEENSSSD. Z02D, BHERALREICKYBEAENT
ARVDEEAEDSPRRTADBE, H2VOIEERERYET ANCA B RPGN (3L, Zhzi
BB

RPGN 22732 —7ABROEBEAARE LT, UVYEIYIE, BF b3
WEESTFRERETIEDTARIET Y RRARVY, EDISEEESROVESICIEZERLTEL
(RBRERALL).

CEZIE M i GBM HikE RPGN IS 3 U Yo v JIC L2 08a%IE, BF L5530
EHFRERETHEDTARIE TV REEL.

7EBUE, ) U F v 7, BEMEERZEINE K (MPA) B X S EINE KA SRR (GPA ; IH%  Wegener A&
IE) DEEGE B (BEFGE CRIRA T OB GEDNSES, H5WVIEHREERE D BT5E) IS L TOAREBREHS D .

o= i

ANCA 51t RPGN Tl%, ANCA BEIMmER DRERHKICECSHRAETHSD ANCA EEHRESL T
&K, BiilazRE LIaBRA A SN, HbED 2 D052 4 LMLLBHEBROBEREH &I,
BRK, BOWTHPEICENTS, EROBERICERYE, H5VIEBHRTS MPA, GPAICHLTU Y+
IRTPEREREE LD, BADHA RSA2TH, YIOKRAT 7 I RPERTERVSEEICI,
YT ERBRERATOA REOHBABDH SN TS, LHOLEDS, RROHRERE, DIE
ICZWEBIEREE D ANCA BI:EE! RPGN (45IC MPO-ANCA &) DEI&PBE RN LLBIC DL TISEEE
LTH5Y, e, BEEDURY, RAOREMY, HICERMUES BERMEDRE) A7ICDOVTIE
ASHTRWVNED, IhE5EEBLODEEICHMT 2BENHS. VY F I T7RERBATICIE TS
BAT)—Z2T %470, BYBRETFHREHELHEEDIC, VYFIITREPELORERICE
WTRHMEZECHEERORBRICTIERT 5.

REBEAAE RPGN(SLE) ICHEWT, BERAEL EREEARIET K ZIE 2B/ T B il
K=y NEULIEBRBEDPHRASNTNSD, INETOH RCT TIHEERERICKHT DEMAMKILEIAZIN
TUWERW. LED2T, UYFITTOERIE, BFaR S EY GERG, BR)H5VIGEWERRE
DIEBICFERATEZELRVZEICEVTOAR, BEICZERINDINEZTHS (OHETIHMRRIEER).

i1 GBM fiifAE RPGN &7zl Goodpasture EMZ&FICH VT, BAICHREOEEZMH TS )Y+
IRTDPAALN, BHEDREDPBRLTETCNS. LHL, ThESDERTIE, RFEFICMTRHE,
A7AA K, YUAKRAT7 I RREPHBAEINATWDLD, VIYFIITOMRDEDIPIZASHT
%<, BEDEIAHETDHICESTARIET >V AIZRLN.
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RPGN (Zx5 9 2 #IHIGHE, & 5\ 3Rk & L
TO, VXY TOMILLEREL, Zhth
ANCA Bk, A& #4E (SLE), $it GBM HufsRl
?D RPGN 12D W THIRT 5.

FESH

1. ANCA BZ1% RPGN
> A. FIERBRE

ANCA B INE R OFEFKICHCHETH 2
ANCA FEADHG L TWwA EEZLNLZ E LY,
B AU Z R & L 72t Aa 5 1Y, 2010 4E125%
KENT2200DF ¥ ¥ MMELERESY O H % 12
Wk, fVCThAEIZBWTD, BAREOMEDS
A4, HDHVIEFEFET S MPA, GPAIZRLTY
VER TIPS 2o 72,

-y NERLE L8RS L /2
RITUXVAS3ERY TId, B2 &0 L 7216810 s
V ANCA B IME REZED ) L AT T A R/ A
7o LIS B 3212 OB R B O 44 Bl % R
(2, U F < 78 33 61 (375 mg/m?, ki 4 ) B
(IVCY 2 45520 H) &, HEkD IVCY #5-8 11 61
G6HABLY 7THFF 7)) TR O TH— 7
I NIWVDRCT 2475 T b, BHERE (eGFR) 12V
VEYTENIFEE20mL/ /173 m?, 2 ha—
VI 12 mL/ 53/1.73 m*CTh Y, BIERED &
NN 8HI(24%), 1 BI(9%) & FN Tz 1)U F
URTO¥EFHFETDbWwS ) YRERE AH
WHENTWAA, Zhid, "By v~FHE (1g
[T 2 [A]) & ANCA BI# A 212%F 9 B8R AH°
% Tdh o 72 & DFBRIZHEDNTWVBY . #ERIT,
12 71 At OSEEERZHE(76% vs. 82%) 1X[A% T, FHl
TERZEBIED, BIYESK L LX) v F o~ T
TRRLWEMNIEZH S D DOD(36% vs. 27%), EE
R GE DFEBIR L &0 T OMIZ2E % 70 7
Moz, BHEREIZOWTIE, WmHEAYIZ eGFR T Y
FUTHT20—39mL/4/173m? 3 ha—)
BT 1239 mL/ 43/173 m* L Y F xR 7275, T
DEEVIZIIEERZ I o7z, TO%RDBIRHA

T, 24 W HRORMBEAEEZOEEGIT) Vv ¥
< TEE6%, 2 PO —VERE 1B v (0%) ED
MR Tho7z, T2, KEBROBELHIRIC, BH
fike )V ¥~ THEBEHROEFHROMEIMET S
N, BB B HE O CD3+ Byt T MAiRE O
REMN 127 AR, RMEZRHEOBREN 127 A B
T2 AOEFROENENTFHRFTH - 72
LHESNTWSY,

—7%, dbKko 9 Mz Tfrbz RAVE iR, It
BEAE O FTHL F 7213156 ANCA B I 283
197 %1 (Cr 4.0 mg/dL LL b o> A 42 %2 fifi H 11 o> T g
BHERE ) A MR E LEZEEMRRCT ThHHY. #
L, VR TEHOIH) LTy bo— )L 98
BIGRITY 70k A7 7 3 F2mg/kg fhE/H, %
BIE3~6 THTTFF A7) I Ez) DM
T, 67 OBISEH TR EIZBIT 5 EHER(64% vs
53%), EIVERIZEHIERIZE % 70 o 72 (BEYE 4
e LTId62% vs. 47% TV F < THTRRS
WD D). FFENCRIUE, 6 7 HICBU S ER
BARIZV Y X IR THTHEEICHE > Tzl w
I, FOHROBHHETIE, 13—2AD)VFT<
TWEERI2AA, 18 AL TY, HEERE
fREMERFERIZ 21372 {, eGFR O EE S FREE T
Ho12". F7, 5L LEOEBMEICRSoTY, W
HEHCHEMMERENEH OBEICB VW TEEZ RO TV
vy, 512, RAVE BRI ICHBR L8512 Y
FURTHEKG R TozE A, 16 6% 156 TE
it & 72 o722 & A Miloslavsky 512 & D /R 41TV
5.

DBOSENZ BT 9 FIOEFHRE, =5 ICE ik
FAFZE (RICRAV #B#) (2 B\ T 7O BHEATR &
TV B SEGIEGE O 9 Fd 7 6 CHMEE 250
72A, 260X MG A, WEALE B TR L 22
RiICRAV sBRIZB45 S 7z 7 61 5 61 TR 20 8%
REBOLD, O 24 3ZFOBAMRBELRD 20
L TWA.

) &Y< 7T OG- 77113 375 mg/mPE 4
THREGTL2ODPERTHY), HARTS FAKOEG T
EERITHS, v raxA7 73 FEEBICHN
BIEIVIOHPEIDIZOVTIZIZE TV AW
V. BIBREATEA RO HEE LT, £
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COHMETATOA R0V AHE(RITUXVAS (&
1~3[H, RAVE X 1) okgge LTFL K=
o YAHWSENTWS. RITUXVAS, RAVE 235k
TIE7TL F=vor&fE]1kg4720) 1 mg/H%EH
W, BIETIE3~6 7 HTomg/H T CTlllE, & T
X6 HBZEEFCIZHILELTWwWAS, LAaL, UUF
PR THEHEEORIEREEA T 0 A FEO IS
w, MEAE—F, &5l IO TET o7
L DL\,

DY ER T TOMEE LTIE, BREICI Y HE
T LLER N ERHIFENS. F2, 0
VX TERMBECRDSHR, MBI L2 E D
Wb % <Y, B TIE, SRIEIHIZE TR
DB ORNIV e Z 2L 505, L
ML, HIHRNOEGIZET 5L o ST L
TWwanize, FHIFIZ RS 38O Sz, 13
PITHEBETFER R WA ICRY, B LoF DS
fale k% Lol % 20 &) 22 EEIHIET 5.

Db X951z, BekosiEid, ANCA B %
DEMBEACBNTIE, VY F T~ T7H, BIFRE
2704 FEOBHIZBWTI Z70FRA 773 K&
%, FLREEREECBOTIR L) AR GRE
THHIEZBIRBLTEY, DYREOREED =
N%&LFT 5. RITUXVASIZE TN A EEDEL
2 RPGN Of&#E % 72 & o T b EHE S, & 5E
WL DITBREOUEZENAOND Z LMD, FFIC
EHIERERT MPA, GPA SER DA, Gtk
BEPNEARTHT, Y 70FkA77 3 FO%E
B, FRIERBEMCBWTY) VXTI TRERE L
TIweEZOLNL, WBHOTAFITAL T, &
7R AT77 I RPMEHTE WA ANCA B
HEIMER, BXOANCA B F 7213 pauci-
immune B BIRE R MOR BB K2 BT 5
RPGN IZxf L, VY F IV T LREBREATOA R
HOPHAEED ST B,

LH»L7%A 5, RITUXVAS, RAVE B\
Ny, RPGN OFEBIN EDRE S TN TV 5 23R
ENTELHT, /2, @FERZELLZV, wbw
% B hig R B R o> ANCA Bk RPGN (233 % A xh
IZOWTIEB S 2 TldZzv. £72, ANCADH 7%
4 7 (MPO-ANCA 7* PR3-ANCA %) |2 & % JUe

DFED IS TIE %\, HAETIZ MPO-ANCA £l
NE L, EHEREED L WERBROHE L &
728, COL) YT IV—FIZBWTIRKDO
BERZFOFFHEAINLWIEEDLD Y, SHBEAE
MBOILET Y A% ERBTHUEDNH ).

)Y F L 7T ORWEMICIE, SIS F5-
B WL 7 LV E =G, FRIIICIE IgG O
A WHREREA R I NS EERICLAS T ST REK
YofiE Giit%, B BIIFROFE, HMREGR &), IF
BEED I, TR AT S Bt EV R NE D %
SEMFEB NS B b LT\ A, RN A2y s
FATZ7 I FNED MR EOHE S HHHY, Lk
D RICRAV ER TIZIEAHE DG BEASEHHEE (751 3
FIZA SN2 —fRICBEEY AT HEETIR
VA7 BHEINT 52 ERMOENTWE, EEE, b
FE O AT YRR BT 12 B3 2 AR 7R E C I S 7z
[EHGEAT MR IR RO & EESFE] 128V T
b, AAV BLEZ &6 72§ T o RPGN FERFIIZ BV
T, BCIZOR DL EELRGERRD ) BIEYIED
382~559% I LN L HE SN T WA 720,
V2B Lk, —a—F Y AF 2Bk, Hey
ANWA T ENRT 5B SK D EE L 72 b, HBV
FHEMEAL (de novo BEIFFI) D) A7 b 5720,
HRFHEONA FT7A4 0 2BEIHKGRDOA ) —
=T EBEG LI T S o5 R EDT
PiftiiE % & 5. RICRAV iR 2 5 TREMEIES % %
FEL TV A REIZHEESLET, RPoOREMRIZS
WTCELIZZET Y AR ERT LLEND 5.

COXHC, BYSEDY Xy, E512, Eo%k
VE, FRICEEESS, HET IS B R INE O S
JZAZIZDOWTIEWE 2R RIS E . Lz
o T, BRYSEREEELG VAT 50, € DOHFTE
EEETE WA, HEICE 2 AL bk
AW ERL) A THEEICHKTS. VyFow
THEEBEIN AT R BRT R 21X L &5 5
YED I3 A7) — =V Fxdiv, @)% TRk
EHLDEEBIC, Uy TEEDB X OWE
BICBWTEREELY B O EEROFEIIH5ER
L, BHABW - BROZODE=F ) ¥ 72T N
XThH5.
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b B. UYFIITREROMITEL(BRIEZS

B)

Y F Y TIIED MERVEREAN SN2
b, BEVPLIEILIEALNS. BREEAITIZ6~9HH
Pt BHIBOF LAt THAONDL 2 D% <,
Il e MEFFEE R IC B T A MRE S HED ST AL I
WO RAVERERTIX, VY F <712 &) EFEA
RS AERDBZRERFEOT I T, 127HB X
W18 7 H DR i IZ BT 5 B R L F 53R LM,
BLRETHo2bEENTNBETY. —F, Man-
sfield 51, Vv E ¥~ 7 (i) v~ FHE) L 6
DILFE IVCY, ZO®RIETHFF+ 7Y V2 X B
FHREICEUI D B 2 5 &) FRIC &) BRI oS
HEFEDME O, 1T EDL R & B8 U172 23 Bl )
VR IR THEG ELEETAHERIIIBOMAT
ARBE 3ER2H) THomE )Y,

)Y ¥~ 7% ANCA BRI 75 O 5 R HERRE
FLLTHWA ZLIBE SN TS, 2084,
FREREE, B Mifayginme, w5 A~12 0 28)
DT ENE 2 5N 5. Cartin-Ceba 513 54 D
GPA JBE D) v ¥ v~ 7%, F58I1E B fMifuly
MEE 5\ i3 ANCA fEEFERICA SN D 2 & 2R
LTHBHO, wFhdb ) v F v 7 0HEES TER
BTV GE. —, BREAR) VX< TOEMN
MG HRHALNTEY, ZhIILY, B0
MR, BRERORA, BIURIBREATOA R
L ERIHREE M oM R 2 O TV HIY L
2L, WINLBIEIETH ), HRIMERCEAKWN 2
BHE) yXFo~vT o - 5-MiE, b

Vi, dRit, ANCA B ME &2 % & L 72 MAIN-
RITSAN 5BE O Ffi#s F 28 Terrierr 512 & 1) 55
a7y B AREGOMEBEEL LT v F
IRTD6HHIT LM ETHT AT URF
OS2 bik3 5 &, VY I~ T7HDIT) SER
P, EHERELB-> Tzl wn) . ZFolEdr,
ANCA B E M R OMFFRE L LT, Vv F o <7
EMHGEEE T F A7) A RET S RCT
(RITAZAREM %) b #EFTHCTH Y, #EED R
NLEZATHL, VYFITHEGDONA I
~— % — (B MFELAL 12w T oM LD SR

TWBYS, FEILL72D DI,
2. REESFE RPGN (SLE)

EHMI) T =T ALV LIV T AFRT
&, IREEO L E 7 B H TR REE R R A AT
TRl BAIBEFESES LTnwbeEz 6N, B
ek —ry b LBE) VXTI~ T, N4
<7, A7 L) AR T)BHASNTBY. V=T
AERD D H RPGN 7R DL, SKRIERMA O SRS
HEZAL O FR - ISN/RPS 5O IV EL (U8 F A MBS bl
B) B L OMA (BRgER) o—EThhH, Zhil
VEIZBEHTHZEbH L. £ TIE, FABREK
REFMIREN A SN L. TS RPGN % 7§ 1l
RN —TAERICELTIX, A704 K29V AR
FEEECABREATOA FEOKBEHS LGB
HE (P70k2A773IF, BRKTCIEIar7=/—
VEEE 7 = F )V (MMF) &) OB MERER R
Fe o TVLYY BESEIA TS TH D
EB %L, FREARENEMZ & D720 282 5
TEhWZ EL %\, k) RIERO—EIZ) Y
FUR TG SN, B ERTHENSRL T
VB2 ERERIIIEIC L D EDNDH LD, B E
#, seEEREEDDHE 50%LL LEOFERITE IO
BEERDOTND, [ERDEE THRA 53 % ER T
ARSI S, Fl2E EERRtEov— 7
ABRIZBWT, VyRF L7 EFL L2256 %
22 51(88% ) CHr B /2R ERIHE ST
WaY WEDY— 7 2B EOREFITHIZR S T L AR
X 50%LLEDH Y, Fiko Diaz-Lagares b DRty
TIE, NVEOL— T AR 22% TR4AEHE, 41%T
O EME RO TVSY . ERRIZ12~247 AI2H S
NLZ DLk w), 72720, MBS EN
RIOWERAE L% A & &1, RPGN %789 EAERT
TR TH o 72 L DHED H B,

RCT & L TlE, W5 — 7 A4 144 Bt L
MMF Hh#E & MMEF/YU v &3~ 7 (1 g% 2 [l
5) B BECRI R % i L 72 LUNAR 3B 51
FEHIE, P DNA Bk & o g A a0t
AoNBb00, FEFHEEHE Th 5 EROTEEE
FEFIZEE LI 2Id A SNT, EERRICHT 5
BRI S N otz D20, Wo s A
FoA4TiE, VYFo<7i3, EEREOHER
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+455H B CIZEIEH O 72 Dl T & Wi Otk
DR L L CTREBES T 5N TW A,

)Y R THHAOZOII,OFEE LTIE,
FREATOA FEOFWMELD TN, &
T, Lightstone H® 7 )V — ZI3fEGHEE LT Y
FIXTEAFNVTL F=Vu v 2 EHET 2 BES
L & LT MMF @ & % fv 72 Lituxilup 2 ¥
TADOEREFELTBY, &Kk LTI0%DIE
Bl, 7T ANDONV—TAERIZE>TH 50% L LD
FEBITEMRER LY. BIEREATOA FEk
BEE LTHAL 270 b o — VIZERGE O,
ZDFHREIZ O W TG R & 0BG RIC L -
CTHEEIGET 2 LB H A 9. REIHIEE O P
RFNZOWTIE, V=T ABLIIBNIZBNT, VY
FUTTHMBEEL Y Y XU T/IVCY R
WL, ZREEDS oL OHEND L HY,
WEZ—EDORMBIEI R YR T OMAEEC
ZEGEZ: EOFEFRICOEFEE LD (MHS
HE). REITTIXSLE I35 ) v F <7D 2
BZ BV THEATHES M VR INAE O FSRE AT S 1L
TWwW5,

PDED XSz, =T A2 L 5 RPGN (23
50X TOMAL, BEAFGEOR R A5
PEWER 7 ED7- DI TE R WIGEIZIRY, &
FLThIwrd Lniwnw(z72L, bDOrETIEE
BIFEATH5). VY F v 7HEHOERHRE,
BLO) Y XU~ TOMEHRTEICOWTHE S
TWABD, WEZFHIIEET > T, Rk X
N2, BROBIEEIZL DEEDENIZONVT D
LSBT A UENHH ). ) F I TOHEIC
DWW, RETOS g F/-id1g® 2, HDHWVIZ
375 mg/m?% 453 4 [8] () > SRR DSV S,
WHEIZATOA KOV A Z &SR Lo
HREATUA NEEHENS.

3. i1 GBM H1{FE¢ RPGN

Pt GBM LA RPGN O F#1L RPGN @ 72 5 T
I L, 1963 4E® Benoit 5 O Tld (Am ] Med
1986), RO EDOE FI%RIL 2%, EmTikid
4% £ LSRR TH - 72, HLGBMPUARIE 4Tl
Pt GBM HURIZ & 2 SR ERMA IR K O BHE D R K T H
%728, i GBM $Lik OB B X O A I 256 %

OBREE %, BE, AT704 FEagteml)) i
PSR & Ao PR Th N, Bk, A&
MFHREDUENALNLD, GHBARETHLH
CAWZEDY I, FRICITHIN A D B o AT
ZEDLOTARETH 5.

COLI)BEFROT, WINIPUEORESE % I3
50X TPERERE L CERS R, T
GBM A B8 % 3 X OF Goodpasture JEBEEE~ D
FBIDSFERHRER 7 — A2 ) = X% LICER LT
ETwaY, ChETHESNZ6HTTTH
GBM JUfRDBEHEAL SRS S, 3Bl OENT EH H 2
BICTENH S OBERL, T 72, 2 BTl IO A
AHNTWAS. L2aL, Wiitd AR s,
BIEREATOA FE, Y 70FRAT77 I FREN
BEREINTBY, VIR TOREDE D 2Ll
ETE RV, S, MBI EEOE A2
G, EDPINTHBEEDS L WIGEIZ) X R TIET
BRI 2 2RI H 525, Z D23
RERC L o THIREWGET 2L H S ).

@ EMERER

SCHRE PubMed (F— 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, ANCA, antineutrophil cytoplasmic, RPGN,
lupus nephritis, anti-GBM, microscopic polyangi-
itis, Wegener B X UF rituximab) ¢, 2000~2013 4F-
4 HOWIBCHFE L. 72, TNDHEOEZCH
bYEIIS U CHA L 72

@ SE(CLITRER

a. La Presse Medicale & Quarterly Medial Review 42 : 4 : 768~
78, 2013 (abstracts, 16th International Vasculitis & ANCA
Workshop).

b. RBlEA&—, flifk. ANCA PA#IME ROBWEN A KT 4 ~.
p83, TEA I MAA e e IR, 2011,

c. RIEA—. RICRAV k. JEA5 @4 AAV ObHEIZBIT
5 IBHE DML D 72 O % i i J [\ wif 1) & BRIRIETE. 46 21
RIS - A HRITZEIRE . 2010 1 99-102.

d. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

e. Pauci-immune focal and segmental necrotizing glomerulo-
nephritis in KDIGO Clinical Practice Guideline. Kidney Int
2012 (Suppl 2) ; 233-42.

f. Guerry MJ, et al. Recommendations for the use of rituximab
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in anti-neutrophil cytoplasm antibody-associated vasculitis.
Rheumatology (Oxford) 2012 ; 51 : 634-43.

Gregersen JW, et al. B—cell depletion in the treatment of
lupus nephritis. Nat Rev Nephrol 2012 ; 8 : 505-14.

Hahn BH, et al. American College of Rheumatology guide-
lines for screening, treatment, and management of lupus
nephritis. Arthritis Care Res 2012 ; 64 : 797-808.

Lupus nephritis in KDIGO Clinical Practice Guideline for
Gloemerulonephritis. Kidney Int 2012 (suppl 2) : 221-32.
Bertsias GK, et al. Joint European League Against Rheuma-
tism and European Renal Association-European Dialysis
and Transplant Association(EULAR/ERA-EDTA)recom-
mendations for the management of adult and paediatric
lupus nephritis. Ann Rheum Dis 2012 ; 71 @ 1771-82.
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CQ 14 s %s RPGN DBMEET RS LUERTPRENET AR NEN?

BEELBEERHBEEMA EE S L7 ANCAE RPGN T, BHteTRERET

PHREDHD/cEH, MRRBFEDHRAEHRETS.

BERR CARIRDI T+ Th > 2RBEEHE RPGNUL— T 2B %) TIEBH
BT RBLOERPRERET DTRYENSHBD, MEBREEEET 7 1LY AREOHAEH

892

i GBM #1{4% RPGN Tld, BT RSP LOEDTRENET DI H S~

&, MPERGFEOHAEHETS.

o= i

LGBMHLAER RPGN Tld, SilflfEIcing, MREEREDHAEHRETS. ANCAR RPGN
PREBEARE RPGNUL—TABR) T, EFICH U THRZBWEEDHBZERT 5. K,
RPGN 229 228K T 7~ b—TFARKMFEZEREDRRERER TH 5D, ANCA it RPGN
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1. ANCA #! RPGN

IMAEAS I 1Z ANCA O S8 HE 53 o0 FE 4 19 B 2=
2 & BRI RS IFEC & B BETH 5. 2007 4
I Jayne 5%, ANCA BEELIME 50> B8 A gk &
L CHMAEARHEE(PE) & AF V7L F=va v o8
VA (MP)EED T > 7 LB 2 Hs L 72V
Ifi% Cr=5.8 mg/dL @ ANCA BE#IM5 485 % k)
L L, 7H®PE % Hi473 %8 (PE # 70 ) & MP
W% AT 5 B (MP B 67 1) (MRS 128 ) A
TEHEFRLIRET L7z, GEMGHZ3 7 HEHOBE
731X, PEBE69% THDH, MPHE49%IZH L TR
FCdho-72(p=002). FEEMEKEERI2PARD
BEEHEY, PEBETH9% TH Y, MP D 43%!12
L CTHEETH>72(p=0008). PEEIZHITS 12
7 A B 5T O RMEAED N — R (HR) 12047
(95%CI, 024-093:p=003) Td-7. —J, Mk
AR CEE RO Lo 7. RRETIX, PE
EMPHEE L C, B4t 6072 ANCAH
HIMERIZBUT 2 BT R 2 ST 2 TREMEAVR
SNz,

X 512 2011 4E 12 Szpirt 51, GPA/WG 2B %
MR OR TN OVTHE L 722 KRBT
(&, IR O IME Cr>2.85 mg/dL OAERIIZ B
W T SSHRFE S & ) AR YUE ST H 2 &8
IRENTWVD,

WEERBED I AT~T 4 v 7 LE2—% 9kl
DA AT BNT Y, MAEsSHR TG ERIA R
DERIERE~DHMERE) A7 ZRP 85 2 LD
BEENTWDY, P EOIVYF Y A% BSR/
BHPR #' {4 K54 >~ CTld, TEZBREE (MK Cr=
58 mg/dL) * RO LA IFEIBEREA T O A N3
LY ruRAT 7 I RCY)ITMA, IEEscHE il
HAMPANIZAL 2 70) Z0FHT 52 LAVREN
TWwa, 512, ZhDSoltlgtimz L OEE %
BOHEL 2 L7256 b MBS L ot 2533 <
T, BIEDLDES 2L T, eGFR 50 mL/%
Fim B L O/ F 7MiM % > EE LR GPA 72
X MPA JEBI A% R E LT, e 7 1 F TOIMEER
WL ORAT 2 GEFETE L L, KEAREB LU

FELCHEE T A Ak L7 KBUEERR T RCT 251
fihTd % (PEXIVAS Hf3E).

—75, bAENZBIT S ANCA Bl RPGN D 55H7%
MR TIE, BRREEEIT BT OMRE T b MR
HFLEOBINC & 2B T, EMTHROUEEIIFRD
SENTWARW, Zoke, BEDELEIZA, biHE
I2B1F % ANCA # RPGN 0% fif 8 A #1128V C
MR OB L, S EAE B RGP, ]
SOOI L) BEIBREEAT O A NG HH]
EOREGARGIEGICRON D L EZ 5N 5. ik
EOPVETIZMEG LN R > TWEILLH
D, GHROESORDMEDVPLETHS.

2. BREESHEI RPGN (JL—TAENRN)

0 FRroEEOEFEL) 7Y F—T A
(SLE) %)V — 7 ARSIkt L C s i 255t
SNTE7/. 1983412 Wei b1d, &gty 7~
h =T ZADIEF =R E L CRIBREA T A N3
(7L F=vu > (PSL) =<1 mg/fA®E kg) ¥%5- T 121
BRI % S AT L 72 10 B & RFHR 10 50 Cril & 3K
BRZ AT > T 59 M B i Tl R 5
7a7) v s WICRERGEROET % 3807275,
4 EMBIIIARBEICR > TB Y, AT
EERBOLPo T

X 5121992 4E12 Lewis 1%, WHO 433850 A,
VAL BGEMEREZ ) VEIZ 2525 )V— T AE %
86 Bl & xR Ltk 3k M T » & A bl % 5K
BLTWaAY., Zd9H b 40 B L CRIBRE AT
4 F3E(PSL 60~80 mg/body) +CY (2 mg/{k &
kg) DOFEMEFGHE 2N 2 TSR HE T % B L 72,
MMAEscige O OB Cl, EHEEEREIC L CE
FERAE 4 8 B I2IMEPT ds-DNA Pufkfli, 2 4270
7)) v BLOEAKROEAZEDIH, 48 H DI

EMEECEZRO Lo 72, S I 136 HOE
SR BV THAAFER % S NI B AR b LR T7%
ZRRD R Ir o7z,

Z O Lewis & OF LI, fE#EIGEE CHBER
HART53 T o TEFR RIEIHEEIERE T X 2w
SLE %)V — 7" A B R OFEFN AT L ClisEscifis: =
G777 LY ABEDRHKALINT WS, Euler b
IV — T ABREHH % &L EESLE IS LT
Fl# PSL & IVCY |2 Mg ik & fil A G b e 72k
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(v rar A XE) 2772 2AHEBITERT
HY, S5 14000 S BT A BERL L 722 &
AL TWAY, XS MR 72 T 2
< ZEE LS 8 I A% 5 1 (DFPP) AR L4 % A

L L WIRIER AL (TAPP) OF R 1% b il &

NT\W5h, Yamaji 51k, WHO O MR, VB

JOVEAZET LV —FABFEIIH L TIVCY 12

DFPP % IAPP Z#lAGbE/y v rad 14 AFED

HRMEEHE L TWwEY. F72Loo bIZEREN—F

AERIZR$ 5 DFPP & IAPP O IEIZ BT, i

RO EZEZRD o2 L 2HEL T

610).

DbEofEnrs, HENBHFEZITo TL R
(BRREEEZ T, BEERAROEN) Th 54
RIS R T & 2 WIERNZ I, RiBhERE
LTOT7 7Ly AFEED SHICELS LEDP D S &
EioND,

B, DHED SLE (26 5 MEEACHE L O RFR
BHOZEME, ROO~B@DWFIUI L LTS HE
HEEINTW5.

OARBEHFEANE I & o THERBERRZIHE L 720
Shi-#

@I (CH50) DAY 20 HALLLTY, #ih&EH
(C3) DA 40 mg/dL LLF 3B & UL DNA $itikd
EAE L CEL, ATaA FEESEN T 72138
PRIGIZ AN 2 70 5

@RPGN ZF 7213 AL — 7 A L & /-

3. i1 GBM #i{F5 RPGN
Pt GBM $tfk&% RPGN & % 1 Goodpasture JEf&E

FEIC B 20, SEIHEE (R 704 P23y

AP+ RPEIIHIEE) & e sc iRk & o B R

R E 4. 221 Bk A I X EIEHZETlE, I

BFLE OB LY, BT % (BRI

3% HR 060, p=0.032) B L OEaFH%GETISR

3% HR 031, p=0001) DYEIZENTH D LD

RENTWABY, —J)T, Il Cr 75 6 mg/dL B

FOIEBNC BT, R A AR

DOPEFIRDC L 5 BEHEBEUGHER OE41%, i Cr

WZENLLT OER] & I L <, ERIFINL N2 &

HMHNTWS, Lo T, BRI EE OB

EEEZHT LU0 2R 7%\ LERORES OB %1%

ARTHY), EREOUERIRD LN RN LNS
Wz, falfe ) BRI 2 eI ER 5 2 LT
FLWZ UL, 20X RIERIORDTH I
76 ORI < TRELMLRR 2912 & TR A AR
I DOFAEALATEEE T HIUTEAEOUE Z RO
BEbd b0, BAME T L CHEEIS 02
RIERRT 5 2 LR F L\,

@ EMRER

HK X PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, RPGN, SLE, lupus nephritis,
plasma exchange, apheresis) TxfRIAM % FrEE
FUTHRER L 72,

@ SE([CLIETREHR

a. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.

b. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

c¢. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

d. SEMEFT VSR ERMAE KB RIBEHER GBS, ST
B RIEER OB HRTREEE 2 . HE 4552011 5 53 1 509~
55.
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LEBEEECHIVIVRES LIS RPGN OB FESB KLU EMmFiL%E

EIDIcHICHIZESINDSH?

AT —hX2 b FURBEREPTRIVMREEIE, HIREDORVMGEIC RPGN OB FRELUVESR T

REHETHIEEDHS.

HIMFEEH LR OESIC, RPGN OiaEE L THRERE MM L% 28T 5.
HIMKRZESRDNZESIE, RPGN DL L TOIRESE PN/ MRS

BLAEO.

o= i

REFRTIE, RPGN OB FERELVOCESFROZEZ BN E LILRABFREPHM/NMrEGEICE
THIET VAL TOEL. LA L RPGN & 22T RERMER TH S ANCA BEMERICEHL)
TE, ANURTINT 7 ) R EOFUREZEP T AL X TA YR 2 T UK EDHUM/IMREE
PEI L7 EVWDEFREDHR SN, KERDB THMEEDOMEREETRT 2B THASN
TWBZEHZEL. —FTHHMPHECERME VWO /ZERREHEDRL I D578, REHAICIZEA
ShmEESMEHNA GV EEFMGE L, HlIC+3ER LAD STURBIREPHUN/IMRBEZ HAY

BDHEITHS.

@1 L=l

RPGN % & 729 REMNHEE TH 5 ANCA B # i
ERTIE, BRAREIEICIS U CEE R M ERE
ETIEDMOENT WD, — )7 CThi =P 1k
EHIME Vo Z2EmERBMEAPHEDR S ) A5,
AKIETIZ, RPGN DG BT 5 Prst s i
INHRE DRI OV THE T 5.

1. RPGN D#JEfAEE LT

RPGN (2K} 2 Hd [ L P Mo I D v
TOHEZA 7% L, $72 RPCGN OJEHIZZ L2 b7
%728, RPGN &fk & L CHuke e Prin/ Mk
FOBGEREL T LIZHELW. LAaL, REKMAEE
MMEND 7 4 7)) Y MEDE KD A 5 = X LG
CEELTWwaZ L, BET Ve Hwziigic
LoTHELBMENTBY, ~/%) v OPLEEREE
HAPEROERBIEICEHTH S Z EAE SN T

X719,

b b TiE, 1968 412 Kincaid-Smith 5%, RPGN
% B L7 AR 0§ 2 0aHE & LT
FIEIIHIE G I AN YR YY) FE— L x BEH
L, BHAEENE O N2 L 2 WO THE L7220,
ZO%, EIIHIEE L A S L OBERIC & o TR
RELGES O N2 L 32— 4T, EERHBMESDE
FED HE S N8T . TR 2T Fye 513, FAKE
BB & S L7 RPGN 126 LT, RIBREA 71
A PR 2 (8000 HAL/H) % F\V:TH)
BT, TV T 7))y EVEY) FE-ILTHE
FRE 2T o 2EBZME L TwAY. $72, B
BARERIRE 4512 X B RPGN % & 72 L 72/NE oMt
T, GEIHIERICINZ T, A Ry T 7Y
VxR G PURER D HVWIETVE) FE—- VI K
PO Z R L 2 BIC BV TR FERB L O
M P DS B MBS S 1 72Y . %3 Hirahashi 5
lZ, RPGN % £ L7z ANCA B M %0 ) b HhE
DIMEEPHED 72D AT 0 A RO SRR S -
FEBICH L CT A YT aY Ry ¥ TUEED

67

oS - TS E



68

IEFVRICE I DBE TEBENERE RPGN)B2EA 1 RS54 2014

&1 RPGNICHY SMAREREPRIVIVMREEAIC OVLTO
RS

HEEERES) £

Kincaid-Smith | RPGN & £ L 7z 6 5l (¥ B A R B 4
(1968)% SFNICH LT, AFO41 REEZSDR
EIHERICERAEN/N) >V AEHBL
=B, ANXYUEREENMITLTE
HREECRENEIE L.

Arieff
(1972)®

RPGN &2 U 7c# B IEEB % 6 6l
X LT, ATEA REEZZERELD
HFEEICEBRENNU VEHALEL
23, S BNCENTANY Vg5 EiT
L CEHECREDRELE. LHL.

2f THOMESHEDASN, TDD
51 GIMTET L.

Brown
(1974)7

RPGN z= L7z RAFEMMEE R 16
Bl LT, REIFIRICA/ND >, T
W770> PEVRE-INZELD
et THALLD, RERRBREICZ
REZ2LTOWRBEEFTFERIRTH D
Te. AN GREET 2 BIC3RESERY
HILELRMD A SN

Fye(1976)® | RPGN Z2 Lz B AR IES A 2 4
LT, 2ERRIFATO4 NBREI(IC
BRENNNU > ZHBL, EEHIED
W77 - DU ZE—ILHFHEOH
ELT, EEREAICHKTH LT

RPGN 2L 77z/NR 13 #licx L T,
GFHEIZRICA/NU >, DT 7>,
DB RE—IINZERELDMEY THE
LEBAETIE BFEYEDTED
RiFChHo7z.

Cunningham
(1980)9

Hirahashi
(2012)19

RPGN %&£ L 7= MPO-ANCA BEMmE
RA1BICHLT, TAIPXRE2T>
% 1,800mg/BHE7AEU > 100
meg/BZzfA L, WREZEEAICKD
L7z

BFF CE MRS AR L B & s LT v a0,

LALINsomgiE, wWihbiEKsD 2%
<, KER 73 ZINHIEE 2 BF FH L T 2 72 O P
R0 BUIL IR 2 0 A R 1 % GRS 5 0 138 L
Vo F BB R E S B WP IMIUEE 21T o 72
FES] Tl H MR 7 AL AE A 1M 2 & 20 IAE 92 & BF
FEZ B L TV R WEMEF Z R E LT REMEZR
EHHETE 2\, RPGN 1IR3 2 HikeEHR 4T
M/MREIZ DWW T, AERDPEH VIR RER T TdH
LR, INEFTHESINbDERTICT LD

2. RPGN D#HFEEE U T

TR ERIRER 9212 38 > THLGEE B R0 P MK
FBZ—EDOENH D EPHHEEN TS, FHZ
IgA BHEZ MG & LRt X & s T, #it
I/IMRRRE L & B & R MY B e i o
EHFRD SNz 2 D7z OPUEEFEE TR PR
H 1375 RPGN O MERREEE O X v i o2 2 % W HEVE
5.

3. FLHESEDFRE

BRI CTIE RPGN OFE P B L HEMTHROUW
LT FHME L2 PustE g Pl Mo 2 B 5
5T ET VAR LT v, FE 2 ANCA B
M 202 BT, P B P MR 12 B
AN & 221 7. ANCA BN % Tld, %5
ABEEMEIS U CHEERMGERESY & 72322
HMHNTWBA, —F TR bE i & v o
TEERAMEDRINESL. Lo T, At
IS D RIEEIME IS e VW 2R L, H
IS 535 L 2 A% & HUe FE e 2 R B/ Mo 2 %
BHHT2OPRUTH L. 20X ) ICHEBIHEINEC
4 ARE IR TS DIEES Tld %)%, RPGN
% 5 L7z ANCA B# I % O B RS AR o A
T A 2OV AL BT 2 MRTERO TR, =
M O B OB B X O ZEO T 2 HY
ELT, ~N) U EOPIBREEEREHET A Y
) 2 & B PUIMUEE I — I IThb N T 50
LHEFETH L. 41, RPGN KT Pkl
Pl MR O H I DWW THREESLETH 5.
FOEOWFET, (FhERASHITE 2 83 S & 5 72012
JitHi9™ % neutrophil extracellular traps (NETs) %,
ANCA MMM Y e e gtk 7~ b —7 2
ZIELO LT 5 HOMEREOREIZHES L Tw
52 ENHS N E NI, NETs (3587 7% & A 55 fF
MFRr aAMENEREELERT 27215 T <, I
AR B R F- & A EAER LIl & 4 %
EH L HVEE SN TWE5Y BifE ANCA B
MR FE SN D RPGN OB IZEIE R E A 7
O A F3EB L OREIHESERTH L2, Inb
DHIFL S, A1 PUEEEFR L L Pl MR 75 L s
ENDLUREEND 5.
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wEI O YV KEFHTEEAIE, RPGN OB FERS KLU LM T
ZE IS DICHICHRINDH ?

G@E 07 Y ABETESIE, RPGN DBF RS LOESFRERETHENT
ARIEFYAIER, ANCAE RPGN (BT, #5a01dH 2 W IZEEBIEL £ DA S HHE
OHEFICLY ERERIBRERT O4 NELEENHEOHAREIC L EELBRPSEHEE RIS

FZE L TEORERERS).

o= i

®Eo/ 07 > KEETREA (intravenous gammaglobulin @ IVIG) 1Z, ANCA & RPGN (Zx%f L%
RECHEAMAHEOHFICKSHERBRE AT O4 NEEGEIMNFEIREROHBEERIC K DIEELE
DRERSELRGIIN T DEEAFTa>D1 DELTERTH iDL H2 REEAN). HFEE
KD EGPA/CSS (SFEREK M Z R M E X M PIZFRESAE /Churg-Strauss E&EEf) DREZICX LT
&, o007 VEEIODBEBGAINREAREZI/OT) N 2010 FELWVRRBERE R >THY
AEIENEMHRESOXE, OHEREOUWENR, X704 NEENRPHRESNATNS. Fi, #
BEEZE TS MPARBEZMNRE LIZRA IVIGEEDRBEDPEREIN TS, IVIGEEIERPGN OF
FERPLOESTERERET DUHEESHDZEDD, BEATIIIET Y RAITRLTHEY, E5K%

REIDBETHS.

CY R TR RR R

ANCA #I RPGN (239 A {f# & L CEHEREIE
BEAT A NI L REIHEE OB AL LD,
FOFHRITFELLLE L, LaL, EEREAND
EHEARL720, BIERIC L VB TE RWHIR
EGE & OGP X0 BRI AT 2 7 B b ARIR
ELTHET LS. INS0EERIC L, Flzkik

HEORBENPLEN TS,

IVIG #ikiL, /NEMERTH 2)IEHTOTE
FUADKELEINT WD ITH, FiLx O HCRIERS
TOEMELHE SN TV BY. ZOlERETI,
HOHUAOHH, 4~ B A 4], wis e
W, 471 F & A4 THURIC X AR, BImER-55 K
FHEE O, BRI R, SN Fe Lt
75—, HEIM Fe Lt 7y =it b &40
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(2b720, HORENET OEEOEH S THME
EEMLTVDEEZOLND DD, ZHREITKT
WS D AEREF ISEE ST Wil b %

yaab)

AP,
1. ANCA BEMEX (AAV) O;EEN NG =2

& UTe IVIG EED &+

Jayne 5281991 4127 A ANCA B # 1M % 7%
(AAV) BEIZ LT IVIG 2 EHE LY, 2Bk
BT AIRE R T o CURE, AAV IZxTT 4 IVIG
DA RMEZ RS RERDS MG SN TE 7290,
IVIG 04 kg/kg/H, 5 HH#%512L %51 a—A2TD
HEDITEAETH LAY, Martinez 51, FIEHIIC
L, IVIG 04 kg/kg/H, 4 HMZ1a—2& LT
OH1E, 6 3—AD#H5%#E L, K5HIE9 7
FEERT 22 B 14 BIOEED RS N/ s LT
WaY TRSETRTEH-TURBRTH B, 2
Azt LC Jayne 513 2000 4E(2 GPA 24 %1, MPA
1062k & L, IVIG O E Gt % 5k
L, 79t REED35%2x6F L TIVIG 04 kg/kg/H.,
5 HEPG-8ET 85% & A B 2 UEDHRD bz Lt
BTV,

Jayne 5DOE L7z RCT =&, AAV IZHT 5
IVIG #iEOH A2 T % 13 & A & DR
TIZ RPGN A ke & 7 5 T B, 2L, W)
Mora 7y yEHEOFRMY & L TORE, HHiC
Y alENBEELHET L LB STV
OTHAH., L2LGRESLBEIZBWTIEERERT
AL, S E TORIED L v MPO-ANCA %l
AAV 3% <, HAFURYLSRIC X0 BHEEHR AT 2
R VIEBNZR T 5 REREPLEL S Tn 5.
IVIG % #5E3 % HA T RPGN |2 IVIG % 4T - 72 55%
1%, 2004 4F Muso 5% &, 2006 4F Tto-Thara 5% &
% ANCA B RPGN |23t T 2 50 ATH D, i
5OHERTIZIVIG 04 g/kg/H, 5 HM¥%5 12—
2% MEHEE L CERMAEA T O A4 B/ s
W EREETIHBE T O PN TEBIN TS,
2004 4£ Muso 5 30 Blo i Tid 3 7 A A TO
AAFIE 100%, EAFERIZFIERT > S OHEFHEHT 6

4B DAMT B TR ARG O NICERZRD2. 67
JRE R CIE B AT 92% (2/26), IMHILIC & B3E T
% 2BNZERYD, AAEERIE 93% (28/30) Td » 72,
BRI, B REDREII A SN o 72,

BSR/BHPR #' 4 FJ 4 ¥V Tlx, IVIG DI
DWW, Jayne 5 2000 4£D RCT & 2006 4E D Ito-
Thara 5 OFHEZGIH L, EEREORELH T L5
B, AU 2 BGUERIEF ICEE L IREBICH 2
A, SHIHIR.: SO X o TEEAFEDOBELAT
AR WEBNI T HEE LS LTHEREL s, —
75, EULAR A K4 VT, IVIG o IZo
W, Jayne 5@ 2000 £ RCT & 2004 4F® Muso
SOMEETIHL, BEHRORAHELTHWTD
FIREACEDS 2B, &5 WIEEREN S 28T
TG HEED 128 LCTIVIG A BiFsiiTwn
5.

2. EGPA/CSS, AAV [CEH T 2 RIEMEEZAEIR

[CX39 B IVIG OBEZE

EGPA/CSS (2%t 4 5 IVIG O A %1%k 13 1991
4E, KE Hamillos S5 »THIOTHREN. F
7z, HAYETIE Taniguchi, Tsurikisawa 512 & 0 K
Ty % % A3 5 EGPA/CSS 1243 % IVIG OF
MR RTE — T TNV ORBRRSRER TN
, 2002 4E5 5 5 TAHIGER, &8 MAHBERDSTT b
M, 2010 42 1 A, [HERAEIRIUE D EGPA/CSS O
AL | (2L, MEALREARIEs a7 v
AMRBRIIR & L7z, EGPA/CSS 124§ % IVIG #i:
W AZEFIRPIE R BN O R, OHREREE (0
ANEE, IR, IR ~OR)E, A7 a1 Fj&E
RRDHE SN TN 5.

N5 EGPA/CSS ~NOAEMEZ B F 2, WA
WAL NS 7 1 7)) v O SETER Y2 FE A 95 % k)
S & L72IFE IR RIS & B G RiR L EER - 45
ILAHiA Bk (JapicCTI-111594) A3 S CB Y, i
HEELHFTSH MPA BE X IRIZ, FEA LR L
N7 T 7)) v OMREREOUEE R B L T 4e
PEAHET SN TN 5.

3. ERAEEERLFE

IVIG B ICH 72> T, B8 2 g/keg %5 HHET
Y 5 (04 g/kg/H, 5 HEEEAES). HEMIG
HIC R o%E s T 7) VEEZHEL, IgA K

5

il



HHIE O BE Tl IVIG #ANZE T 5t IgA Hiufkic
57 F 74 9F -2 ayr0FER FroEEL

Ey 707 VE TR E RIS BT 5
VNG L. KEHKGIZ L A MEHED LRI L 5
IR ZEARFEFSAE O 1T e, PEER ML E OB L %
AN - KRS O fEB ik SR BT 5. SHEIEA
HTHLDPEWBERENBET LI LPHY, 20
B & U CRAIROBEMSR, ¥ alEgEilic L b
MHEELED L3, EEEERORERLYT A b A
> OHEHALIC X 2 — By 72 RIS O FRANE BE AR
BINTWwb, b MOMEEEMEE L TWnE I L

(ZHRT 2 EGYERIRD ) A 7 2522 ICHRET 5 2

LIETELRWI LR, ZOEMUMURA, HEHME
B, HEEDRI LI EDNH L0, H512H
T2oTIEVAZENRRT 4 FEWETS. - O
F AR 5, Ui ZEARE BEAE ) CLlE A IS IHE R G- 5
5.

llIIﬁ:z:!;lllllIIIIIIIIIIIIIIIIIIIIIIII\

a7 v REEEREL, RPGN OEF#£
BIUOAEGTFHRENETAURELSL 0D, B
BHTIEZET Y AIARLTBY, 56 7% 5H6EE
ML E 2 55, ANCA B RPGN I2B W\ T,
HGE B 5 VIZEEEIHEO IO H 5554, TVIG
FRIEREL T a D128 LTHHETH 5
PEhdD 5.

@ SRR

SCHkIE PubMed (F—7 — F
noglobulin, ANCA, wvasculitis, neuropathy, CSS)
TR 2 faEE FITmE L7z,
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5) MHEEA

CQ 17 RPGN D#H5ERLUCEIBREATOM MR BRATROSUVERTRESETHN?

T L—R Al
FRERETS.

ANCAE RPGN D##FERAICEVTRIBRERAT O NRIZBRETERB X UES
ZD7=% ANCA B RPGN D#FRpREE L CRIBREATOA REEZHRET D.

BIFBERAE RPGNUL— T ABR) MIFREICH OV TRIBREATOA NEIR, B
TR LOERTRERETD. ZOEHREESHERE RPGNUL—TABE) DHEsEEE LT

BIBREATOA NEEHETS.

1 GBM Hi{4E RPGN D#SEklch T, 6 HAREDRIBRERAT O RED
BEIEBET R EOEHTRERETS. Z0EHH GBM HiiE RPGN D#Emss L AT

REATOA FEOKREZHETS.

OE i

RPGN OH#EFFEEIL, BMOFHE LUBMERREOSHENREZMKL TITOXEDHS. BRE
KUBMRABREIFRICREST 57D, REPABSLIUORSEISIR LAY SRIBREATOA

NEZRETDUEDHS.

@ UL

1. ANCA #! RPGN

ANCA %I RPGN & B\ 3 IE %255 e L, El
R AT O A NIEAEFRE & JRAE A 2 R L L
72RCT Y7267, LARALAR2S, 260
REBIZBOWTEIBREA T 014 FEOAH A
SN, EHLSHEBICHEH S TELZTY, ChF
TIZRPGN & 2 WIZMEREZI R E L1724 Dl
RIFZEDS s STV A5, O THERD®
EAEFFREIC B 2RIBREA T a4 FEIE, W
-k aEE 7o b a— )Lk A& PSL(5mg/
HAi#) CHEGe S 25870 b a— UANREL Tw
72. 2010 4E12 Walsh 513, ANCA B %D E
EMERRRE I BT 2 RIB R A 70 A FEEOME ST
GOBELEFRBICHT LAY T F) P AORRE
W LTWaD, BERGED S 12 7 A DIPICEIE R
BAT7aA FELEBFIELZHENO=517, 95
MPA 91 %1 17.6%) DA 48% (95%CI, 39-58)

THo7=DIZR LT, 1247 A%IZPSL 5~75mg/H
F7201322 7 HBIZ5mg T THIR L7z 2 CTRIT
B AT T4 %k L 72% (n=288, MPA 133 fl
46.2%) DFFIEFIL 14% (95%CI, 10-19) TH ) A&
A& o7z, 18, 22, 27 7 ABEIBREEA T A F
AT L7 (n=190) O FFIEFIL 29% (95%CI,
16-42) & ZDOHETH 72, FIRITBHEAET 2B X
O P e B S S5 720, ERERREICBY
LEIBREATOA FEOEG 2T 5. BIER
AT FEORGMMIZE L TIX, EULAR
recommendations T4 7% < &b 18 7 AL L,
BSR/BHPR guidelines Tid4 7% < &4 24 7 AL L
DOMFFGAHEIRE S N TV 5.

—7, bHE O & RS (MPO-ANCA B
HIME RIS 2 \RERIGE 7T b a— VoA H
PO 223 2800 X BRIIZE (JMAAV)) 128
W, RRNE L BRYYE & OB RE S hTw
59 BB ORIEREA T 04 FEOBRZT &I,
IEREGRE I L CHEICS 2572 (p=003). E7:&



V. g &

FEBAG 200 W H CORIBREA 70 A FEOHxT &
WFIERRGLRE 10234 mg/HIZH LT, BgFiL 134
58 mg/HE% 0 -72(p=005). T7bb, Kj
FEFRERICBWTIE, BIEREA T 04 FEOWHE
HMEEDE D, MEFRFEDNE o 2 RS D 5. 1R
EHROIHOK LB ERHETH S Z L 2 ZE L7z
) RT, EBICRAIEKREA T A FEOHEEG 21T
M) D HWT 5. FFIC, BIHED Y A7 OEW
s, ETEE, EELEMEREORER, K
EZ A LT\ 5 EE B IFE, %% L) TlEE
BFREATOA FEORGHM 2 M $5Z & M
HIRETHD. LLEIBREATOA FEORS
2725 TIE, BYYERLEHMEIED TS - W27
) EDHERESI NG,

2. BEESHE RPGN (JL—RABNR)

W— T AEROBERRMEFFREICBWTY, BEIEE
BATUA NEOMAM L IEMHE L ERLERL 7
RCTIZRM7-6 2. LA Lad s, HATHIICE
JARIEREAT A FEOFREDE#E SN,
BB SNTE M) GIBEEA T
04 FHEE 7 uRR7 7 3 MFREEOREN 7
O k2= TH5D European L I X Tld, EfifE
AR A 4 AT 5 72212 PSL % 28 T & 12 25
mg DX—ATPE L, mFIZIE5~75 mg/HT
MEFRRIE 1T S EdVRENTW AW,

3. i1 GBM #i{F5 RPGN

HEE S TPt GBM Hiuf& % RPGN (2% 3 % $T GBM
PR LB OMEREO I EF L AT EbDTZ L
WVOPHIRTH A, HLGBM UKD EAD 6~9 H H
THRIZIEFE LT A2 &0, KHEORIEEE A
TUA FEOMMHZ 6~9 7 HLL LRk T 52 &8
v, — T, PIIIRGHEIC X0 Pt GBM HLRHSTH L
FTIVTHEPEINTH L Z &5, PLGBM JulEh
HELTWHR)MHEFRFRLEILETEVWEDEZ D
b5,

2001 412 Hammersmith Hospital 7%, $t GBM
PUARTIRE %% F 7213 Goodpasture fEMERE 85 B 25 4F
127z R EHE SN Tw2Y . Z0) 571
Bl 7L F=vu »(PSL) (1 mg/fkH# (kg) /H
HHIE60mg/H]), CY(2~3mg/kg/H, 55i%Lh
P E R, 2~3 7 ) B & Mg %8 (50

mg/kg/[Al, FA 4L/, 14 HEE) %GR § 5 5
NEED IO TV D, & S IEfRE AR5 IR
[TPSL #f& 4 2= L, 6~9 7 HTHIEEhTw»
L. REETO N VIZXYRIFREATOA R
FExdLTh 1EHDEOE B L OMEREFEIX
KELEML LWV EDTRENT VS,

Z D720 GBM HifARl RPGN OMEFEEEL T,
Pt GBM HUR D 26 R0 M SR DO RS e\~ 2 &
ERERAL 250 6~12 7 AMIZEIBEREA T A R
ARG L, FRLBRIE IR 2 M A,

@ SRR

SCHR X PubMed (3 — 7 — ¥ : glucocorticoid,
steroid, corticosteroid, GBM, ANCA-associated,
vasculitis, SLE, lupus nephritis, treatment,
therapy, clinical trial, meta-analysis) C, X5
rIRERTICRE L.

@ SZB(ICLIE2REFR

a. Walters GD, et al. Interventions for renal vasculitis in adults.
A systematic review. BMC Nephrol 2010 ; 11 @ 12.

b. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheuma-
tology (Oxford) 2007 ; 46 : 1615-6.

c¢. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

d. Menahem S, et al ; Caring for Australians with Renal
Impairment (CARI). The CARI guidelines. Induction and
maintenance therapy in ANCA-associated systemic vascu-
litis. Nephrology (Carlton) 2008 ; 13 Suppl 2 : S24-36.

e. Pauci-immune focal and segmental necrotizing glomerulo-
nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 (Suppl) : 2 : 233-9.

f SEGETHSR IR KIRIREHERL AR Z B &, SlHETT
B RO B RIRE A 2 L HE A58 2011 ;5 53 1 509~
55.

g JBWAK—, iR, ANCA BEIMEROBHEAT A KT >,
JE A S B A HEE R B ra AR EEE, 2011

h. Turnbull J, et al. Adverse effects of therapy for ANCA-
associated vasculitis. Best Pract Res Clin Rheumatol 2009 ;
23 1 391-401.

i. Hahn BH, et al. American College of Rheumatology Guide-
lines for screening, treatment, and management of lupus
nephritis. Arthritis Care Res 2012 ; 64 : 797-808.

j. Lupus nephritis in KDIGO Clinical Practice Guideline for
Glomerulonephritis. Kidney Int 2012 (Suppl) ; 2 : 221-32.

k. Anti-glomerular basement membrane antibody glomerulo-
nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 (Suppl) : 2 : 240-2.
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CQ 18 RPGN OHBAERICATOLA RERFEDLSLDR—-ATHETNEN?

RPGN O##AERRICEVTIE, FIELRY 8 BRELRNICT L K=V O ##E 20

mg/BRBETHEL, ThUUBRETL K
892

ZVOYVBAETO08 mg/AUTOXR—ATRET B ZH

OE i

HHED ANCA B RPGN OFEFERICH LTI, BMR=RE

8 BELINICEIBREAT O NEZTL K
nTLs. €0—AT,
LTI, TRz

CREmImnnnm

WG EORIE R EA 704 FEEES51E, HF
B % 72 H3 5, GG 6~18 /1 A LIBE O AT
TS 5 2 LIRS T WD, HEEREICBT
LEIE R E AT O A FEOMGIR & FRZRICR L
Ti&, 2010 4F12 ANCA BIEIMAE %% MR & L 725
13D RCT 2\ L Ik — MIFGED * & T H3 s &
TV BY. JREBE S 12 71 B LI BIE B2 - A
TUuA FEZ @ IE L 728 0=517, 9 H MPA
91 51 17.6% ) DFHEEEAT48% (95%CI, 39-58) T -
72Dz LT, 124 H#ICPSL 5~75mg/H £ 721
22 77 A5 mg TR L 729 2 TRITKEAT
O A F3E% ki L 728 (n =288, MPA 133%146.2%)
DFIRERIZ14% (95%CI, 10-19) & B &K H - 72,

FEDEHHEXTRZMKL, PIEERRY)

ZvnXr(PSL)#E 20 mg/BRiEZBIET J EHPHRES
EFETIIEMEDPEINLTEY, #IFREOEREDTIREIND. HHFREIC
VAOVBEET 08 mg/AUTON—ATHET 5 EZHETS.

18, 22, 27T W AR REA T A FREEZK T L
# (n=190) DI 29% (95%CI, 16-42) & 2D
HHETH o7z, BKAYITIZEBIT 5 120078 TIEE]

FREATHA FEITMZ TRIZIHIZEZBH LT
BIRMEFRED TN TV, BEREETFILIZB W
TiE, ZOREIHEZEZ R hIE LB THEL
PP E o 12h, ZEBETVTIIAEEER
Doz,

ZNH O S, EULAR recommendations C
347 &3 18 7 AL, BSR/BHPR guidelines
Tl 7% < &b 24 7 A UL EOBEFRHERE T O bt
DHELESI N TW S, FIZ 2007 4£ BSR/BHPR 7' A K
FTA Y THREIN TV LEIFREATOA FEDH
7O a— L ERT. :hiﬂ%?b?%”y
5.66 mg/dL LT D4 HRIME 5123 LT, EiFEA



V. g &

X ZENHZEHARICHIZBBREXT O REDHE

g%
BERBBD S D 1A% 60 kg DIBA
4388 ) PSL(mg/keg/B) =D
0] 1 60
1 0.75 45
2 0.5 30
3 0.4 25
4 0.4 25
6 0.33 20
8 0.25 15
PSL(mg/8)
12 15 15
16 125 125
6 7R 10 10
12~15H 8 7.5 7.5
15~18 H A 5 S

(BSR and BHPR guidelines &H3|MA)

WPSL 1 mg/kg/H+3v27uak277 3 F(CY)3
71 A F T 2mg/kg/ H) e EREMERHN O o i
WLLT, 7THF+7) Y (AZA) 37 AU 0
k% EE L 72 R ER (CYCAZAREM) THW S
M7= PSL & 70 b 2 — L 2HEonwTns?. L
L2770 b a— Vit o 0t AR T H
D, BIBREATOA FEOHEMEEIZL =T
OrI—=VERTHDOTIE R,

BB R A T O A FEOFES— I L T
2012 4E 12D HYE O MPO-ANCA %I MPA 62 %ﬂ
S L7gAME TR MFEOHRIPHE S NT
WY HERREEE T O PSL R EE 2 0.8 mg/ A
LD HGEEE, XD BOBEEIC L 126 SR
LRTWVWIEATRENT WS, ZDO—JT, bAHE
DO & FERFZE (MPO-ANCA BEE I 412 B3
LEFEERNEE IO Fa—Voag MRS 20T

% il & BRIRTTZE IMAAV)) I2BWT, IHBRAAE
LR L ORI OW TR S Tw Y. kg

HORIBEREAT 04 FEORKG R, FERGHRE
ICHLTHBEIZZWI EAIRENT WS (p=003).
F 72EEBE 200 K H TORIERE AT 01 FED
B 5B L IR 10234 mg/ HIZH LT, Byl
ciBAiMhmka%#of%wﬂm@ Thbb,
BYYESIEREICB WY, BIEREA T4 FED

WA FE DS VD, MERRE SR D o W R D
L. EEEIHERIETH L e, ENEET
BHEEDPD L, RIRICE DG D) AT D
WZ ERZET L L, EERENTEE TIIEIE R
B2AT7uAf FEOHEGHMAELT52 L lETT
NETH5bH
DEDOTVCT U ARHA FIA4 52 BE 2T, 7))
WG EBOBEIEREA T O A FHEO i EE R
BICEETLHZ RSN D.

@ ikEER
HkIE PubMed (% — 7 — F : glucocorticoid,
steroid, corticosteroid, GBM, ANCA-associated,

vasculitis, treatment, therapy, clinical trial, meta-

analysis) C, MREIM ZIFEETITME L7
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tology (Oxford) 2007 ; 46 : 1615-6.

c¢. Mukhtyar C, et al. EULAR recommendations for the man-
agement of primary small and medium vessel vasculitis.
Ann Rheum Dis 2009 ; 68 : 310-7.

d. Menahem S, et al ; Caring for Australians with Renal
Impairment (CARI). The CARI guidelines. Induction and
maintenance therapy in ANCA-associated systemic vascu-
litis. Nephrology (Carlton) 2008 ; 13 Suppl 2 : S24-36.

e. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

f SEGETUSR IR RS HIREMEL AR Z B, BlHETT
lﬂiﬁy‘/‘r@%ﬁ@ﬁ’/\fﬁ?aﬁﬁi 2 0. HE4EE 2011 5 53 1 509-
55

g IG5 —, fifE. ANCA BIEIME %OBHEITA T4 .
Fi”"@é%&mlif%%ﬁﬁﬁ%*, 2011.

h. Turnbull J, et al. Adverse effects of therapy for ANCA-
associated vasculitis. Best Pract Res Clin Rheumatol 2009 ;
23 1 391-401.
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CQ 19 RPGN DiHFEEE L TRBIIHRR ERETEBLVERTRERETIN?

ANCAE! RPGN D#FFEAICE VT RENHRIIBERETF RS LOERTRELE
95, ZD7cH ANCA T RPGN O#EFFRALE LT, BIBREATOA RRICMA TREZEMFIZEDOHA

RIS,

SEESHE RPGNUL— 7 AB %) DHFEEICH \ TREIIHEE, BT %
BLOEBTRERETD. ZOEHREESHEE RPGN(L— 7 ABL) D#sgsL LT, BIgRE

A7 04 RRICIMA TRENFIROHMZHETS.

1 GBM #1485 RPGN O#IFESEICH VT, ARG 6 HBREDREIHIEEILES
BT RP LOLEHTRERET IAEESHS. ZD7=HH GBM ikt RPGN O#ftirss LT,
BIBRERAT O REICMA TRENHSEOHBEEET 5.

OE

RPGN O#FFEEIL, BMFHESOEMRBREOEHEMRENMKL TITOBENHSD. BRE L
UBMRBIEGFRICRSEEST 2720, BIBREATOA FEORSHEPREEICMAT, #H
THRBNHZEERATISBEDPHS. ANCAR RPGN TR7YFF T (AZARIVIEY
(MZR) ((RERERAMN) R ED, RBEAARE RPGNUVL—T7ABR)TIEIAT7 T/ —IVERET7IFI
(MMF) (RERERS) 7 FF 7 > (AZA) DERMDRESN TS,

@ L

1. ANCA & RPGN

HHE D ANCA FI RPGN O#IEEHRE IZ BV T,
HAI G O A BREXT SR 2 MR L, WHEZRFRY 8
HELNICEIEREA T4 FE2 7L F=vn v
(PSL) #5520 mg/H Kiiii % Hig 972 &L 2 HE2E L T
W5, FO—J TEETIRIME ROFREOL E
BINx #, WIENEE RO E O EEEDRIE
SNb.

Wik Tld RPGN 2 & 7z a5 imE £icx 3 5%
TR ARDEL, BIBEREATOA FEIZY 7ok
A7 7 X FCY)DOBRAPERE L ->TBY,
OB, BEWETHRBLOEGTHRELET LS
EDHRE I N TV, BFAEASNRIE, TR
TR D720 O BRI 2 Mt d 5. CY IZREIE
HOBLED S G5-mR 5 G- B SRE S CTn 572
¥, EIREMERRE IS BT CY AL i)

WCBWTHRTR RS A S TE7Z. DT
ANCA [P RPGN OHERHE I BT 5 45 02 4]
EOLVY TV ARRT.

> A PHFF U (AZA)

2003 4212 Jayne 5 1%, ANCA BH#IME % &
MEFRRIEIC BT B AZA £ CY £ T ¥ ¥ 2Lk
AR (CYCAZAREM 2%B%) % i L 72V, AaBRig,
MiF 27 L7 F = =57 mg/dL ® ANCA Bg:H# il
EJ (GPA/WGC B LU MPA) DEEE R E LT
L. b 3HTAMORIBREATO A FEL
CY I & 2 EMEASEDHEIC, CY(15mg/ke/H)
kB G- AL AZA (2 mg/kg/ H) 2D Bz
P53 HHEL \HAERIZEN D fHT, FBEE SR
KAV e LTHEN L7z, BRI, AZABE155%
THY CY B 137% &% B M 572 (p=065).
F - ERAERRER OEE LG ERROBAERD,
AZATE11%TH Y CY BE10% & ZE RO Lo 72
(p=094). AXEETIX, AZAIZCY (15 mg/kg/H)



V. g &

ERAEOFETFHIEIRENTNE, IhbH5DT
Y5~ A % # 12 EULAR recommendations T i
AZA(2 mg/kg/H) % CY £ ) b HETHETH®
RIFFEL LT, ERMERREE L CHEEL T 5.
» B. SV UEY(MZR) CEEIRTTHER 7 O—CiE

RED KUIL—TABRUS T RIRERST)

AZAWZINZ, DHENZ BT 5 HEFRE R O GE
PRI & L€ MZR O FSEEE DS B IME I B 5.
MZR [Z BRI T RO EROMEN D D, F5-H
Rt G- mEOREIMAHREE=4 ) ¥ 7 & %17
ST RSN BY. B, ENTMZR EHOA
M2 X A IME ANCA HE 5, HBREANORRD
Meat 23B 4G S LT\ 5 (MPO-ANCA BRI %D
EIRMERRE IS B 5 MZR AN - 2ats X
OVIL v 3% B o> BE G W2 B 3 % £ it ik 3 ) F 98,
UMINO000000708, #d%H 2007 45 H 6 H).

P C. A~ RUFY—MTX) (REREE)

1999 4E 35 X 182003 412 Langford 5 7%, GPA/WG
DE AL IS BT 5 MTX O #HE LT
W5 (GEERER) . M2 L7 F =~ 15 mg/dL
FKiili > GPA/WG R L LT, BIEREATOA
FHEB L CY 12 & 2 EMEE ARIZHE I MTX (0.3
mg/kg/MH H\ I 15 mg/MTEIAE L, ZD1%E 25
mg 3 O E) (2 ) B2 CEMMERELITTh NI
TWwb. 2003 ED#HETIE, F39 32 71 H OB
MIHZ 52% ASTHEE L 7228, & D 72 7> CEAE R IZFE
DR olZ ERHEENTWEY. ChbnTE
T v A% #1Z EULAR recommendations i, MTX
x EIRMERRR B 3 2 R IfIgE & L CHESE L
TW5,

%8B, GPA/WG 12 LT MPA (234 % MTX @
BRSO T Ty AZZ L. F7o, AT
DB EEE 24 5 RPGN B CE OB ER % %
A3 5601(Cer<30 mL/3) 12 BV TiE, MTX Al
AT TH 5.

P D. =37z /—IVEBET = F)L(MMF) ({RE&&E

FA54)

2010 4EZ Hiemstra 1%, ANCA B# I %D E
fRMEFRRIEICB I A AZA £ MMF 05 > ¥ 2 14Lit
kB IMPROVE 3B8%) % #iy L 72° . ARRER TS,
BB G AT 04 FEB XU CY 12X 5 EMERE

Ffalz, AZA B (Blgh= 2 mg/kg/H) 7213 MMF
# (Bt 2000 mg/ H) IZHEEZIZE D AT 5,
339 7 A OBIEMM CHREB L EEHER
DEERLIRE L7z, FRERIE, AZARE475% 21T
L CTMMF #552% &5 <, £onH— Fiid
1.69(95%CI, 1.06-2.70 : p=003) T > 7z. HEZX
HERROFEIIHEBOZIIASN -7, )
WHFEGEEH T 5 M KB E A a7 (VDI),
eGFR B X UEHRIZOWT L BB DT A SN
Mol TO7® ANCA BIEIME RKIZB 1T 5 i
HEFRRIEIZBWT, MMF 1 AZA IZH# L TH
MEAVNESNWEEZ SN,

FRUSRTEETA T4 13T v 7 s bt
B (RCT) 2l & L7727 — #1230 TR
ENTVEZONRIERNL0M KM TH L. /-5
{ OWFZET PR3-ANCA B PERES, GPA/WG EBI D
EENL . bRETIHEALE L L TGPA/WG
L0 b MPA 2SEBEIRICE <, F 7280 i lL oo s
ETORIEN TN TR LW EDHY, THHDH
1 RF74 2 ObDEDEZENOBH IOV TITEE
hEREYET 5.

2. RBESHE RPGN (L—ABR)

Wik T, FREET RS T A AT R AR MR 28
ZEVERRIIZ RPGN # 23 5V — 7 A RKIZE
WU, BIBEEA T O A FEIZGREIHEE (CY
& B\ E MMF Ch2sECld i@ mah) ) Z66H L
ToENERDHEIE ST B & S ITHERRE IS
OWTHEHEORIBEREAT A FEIZMA TR
FEHHEEOBHIC LD, FREORR, BHiETE
BIUOEGTFRELZWET LI EPHEIN TS,

ek SR STV CY IZEITER OB S S
B GEPHR GRS N TV D 70, B
BB W TIE MMF B X 0N AZA 12 THEBR B
FEDMET ST & 72 2010 4E 12BN O MAINTAIN
Nephritis Trial Group 7*5, WHO ##HIIAL VA
BLOBEMEELEZNE) VI (Ve, VA) &RELZ K
SN, BIFREATOA REL IVCY TEFEA S
N7 105 Bl x5 & L7zT v ¥ 2 LGB s
ENTWBY. ARERTIE, AZA(2 mg/kg/H) &
MMF (2 g/H) OF5-HE2E ) FFHF, 48 7 H @i
WM CHBROFEEREZHET LT 5E. AZARB X
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" MMF BEOFBRFIIBOBD 25%, 19% TH D,
MHECELZRO Lo 72 S SHICRIREEHGEH T
» BHEEFGR 3FHOREHRE, MG Cr fH, I
BT NVT Il 1E C3 % SLE OiFEhE b mif
TEEZRO LN o7z, HFEFRROFAERTIE, AZA
FECHIMERBA OBERE N L AVRENT W5,

X 512 2011 4E12 ALMS group 7* 6, WHO 4738
MA, VAR X OV EJRERS I S NUEMREEA S
72 22T &kt & U725 v & ALHEEBR AR &
nTwa” K#EETIE, AZAQCmg/kg/H) &
MMF (2 g/ H) O 581250 1517, 36 7 B 0#i%
I Cre, KIIEA 4, M Cr of5n, FREB
LOTNEITHE) REHHFEOBINTERSINS
treatment failure OIEEH L MG L7z, MMF #B
X WVAZA B D treatment failure £l B DB D
164%, 324% TH Y, MMF BIZBIT 50— Rt
1£0.44(95%CI, 0.25-0.77) L K TH - 72 (p=
0.003). EEZHEFROFERIT, MEETEZ
Doz,

Dboxer s Z2ns, MHRRIEREATOA
R/ 2 T ACR guideline® Tld MMF (b 73T
TERBE AL & 5 ik AZA S K B B R
%, EULAR/ERA-EDTA recommendations’ Tl
MMF (28 E Tl PrBsd AV 12 & 2 5 iRk
PHEREL T B,

3. i1 GBM #i{F5 RPGN

FHEE SCPU GBM £ RPGN (2%t % #1H (Bt GBM
PUAM ) ROMIFREO IV TV A3 EbOTE
LVOPBIKRTH L. PLGBM FLEDEAH 6~9 7
ACTHW®REET L2 0, FEOR RIS
(AZA 7% &) D% 6~9 7 AL Lk 9% 2 &8
v, — T, PIIIRGHEIC X0 Pt GBM HLRHSTH L
FTHIEHEENINTH D Z L0 5, ¥ GBM Hifkds
HERL TV RIS ETEVWEDEZD
5.

2001 4F£12 Hammersmith Hospital 7%, $t GBM
PUARTIE %% F 7213 Goodpasture fEMERE 85 B 25 4F
IZh 7z B EMTHIRE SR TwEY,. o) 571
BEAET PSL (1 mg/fAE (kg) /H & A\ & 60 mg/
H), CY(2~3 mg/kg/H, 55l FI3#EE W E,
2~3 7 AI#) B X MR (50 mg/kg/ A1, K 4

L/, 14 H) % B3 2 EE AL Thb T
W5, S HICEMBZIGED PSL 2154 1I0HE L
6~9 7 ATHIEENTWE. 205 L 196ITIT,
MeFRIREE T AZA(1~2 mg/kg/ H) PEH ST w
L. RBETO P VIZEVEIREREATOA R
RGBT I LT 1 EHUBEOEB L
TERAEFRIIRE BN L VI EDTRENT VD,

Z O 73t GBM PrfhHl RPGN O FHEE T,
Pt GBM HUR D 26 R0 MU SAEME O RS e\~ 2 &
ERERAL 20 6~12 7 HMIZEIBEREA T A R
S P IIHISE 2 Mkt L, Z AL LIRRI G IR 2 RS
Z)d,g>.

@ IRR

CHK 1L PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, SLE, lupus nephritis, immunosup-
pressive therapy, Immunosuppressive treatment,
clinical trial, meta—analysis) CTH A % FgELT
IZHRER L 72,
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CQ 20 ST &%l RPGN DBFERBLUVEGTRENETZN?

STARFN(ANT 7 XA RFHYI—IL - NUX KT L)IZRPGN QLG FREXET
%. D78 RPGN (2%} L TRENHBEEZTOHEICIE ST SRIOHAZHET S.
ST AFIDBEFEANDNRISASHTIEELN.

OE K

MEXKARICEITEZ 1 —FEAFAfHR (PCP) DRERICDOWNT, BATIE ST GHIFFREDIHE
4.0%, 17.6%, BHTIE 1%, 6%, 20%THo7cERESNTEY, TORERICHETIERFL
LTRIBREATOA REXSIORAT 7 I N(CY)REEDEET HraEEDHHSH. PCP RERD
FETEIEI~60%EREZIN TS, FEHIVEROREARLBEICKT S PCP FHHOBRMEICDNT
DIYATITA VI LEI—EXRXEFTIE, ST ERITFHIRSICKY PCP EAERIE 91%#2P L,

PCP B&EFETRY

YRR

ST &#liZ, RPGN DiGHRIETH HRIBLEA T
0 A RF3E - SEEPIHIEE IS X o TH: U % SR P iRTE
WX LT, PCPAOFHiZEIE LTSNS,
b7 GPA T TEMHERR L L Tl SN D 2 &
b, ZZTIESTEAICE LT, PCPFREIR
FEDHHEEL LTOBOBOOHEMEEZML,
M THRBLUOETREOMEICE L THHT 5.

CYRRITRT

1. 22—V AF A[iK (PCP) DTS

M5 SRIBEIZ BT 5 PCP OFIERIZOWT, E
TIE 2 FEDOFIEIIM T 4.0% (BIEFIZT VLD ST
EFIFEFSG)Y, 18 1 A OB T ST 471FE%5-
176%. ST &FI4%5- 0%, ok Tl oL Bigiig 7
T 1%, GPA J8JE 1 4ELIIC 33%, 3~14 4T

BIBETTBZENAREINTUNS.

28%Y, XV A CY #:306=16.7 7 A DBIEHIH T
11.1%, f&IICY #:24.9+188 7 H 0Bl M T
304%° THho L MEESNTHBY, ZOIRIMERIC
BT HRTFE LCRIBEEAT A FER CY #%
G BE T 2R S 5. PCP RIEFR DT
13 9~60%>"Y L s Twa, IEHIV &GO 7
WEAREBEIIXT H PCPFHOAMEIZOWTD
SAFRTA v L a—k X YRITCIE, ST &
HP #5102 & ) PCP FHEZ1L 91% 94 L, PCP
MERATHERIFGEICKTTIAZ LR ENT WY
29 EANTIE, 2011 fFICHAT S N7 [EslET I
IR D BIRIRETEE 2 MUY T ANCA BE#IMmAE
KOBWHA FF4 2 P15 T, PCPFHD7-
OO ST GHITFHHEG OMIEI R ST, i
B2 BSR/BHPR® & EULARY D W HIZ BT
b ST BHIOERAHESRINTEBY, STEFIZT L
NVE—DH LEAIIERY IV VA 300 mg 1
H A 1D SNTWEY . ST ARG HiEIco
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WO, G 3 & H IR SRR, R R
T HEIERSBERICEES TR L, AT D
HENTORWY BRI ST A/ 1 H 1~2 4
BER OB A 1~2 @) % H F 72138 3 HROH#S
T2 ST AHIOMMMIRICET 2 857 Y A1k
R\,

ST AHNZEPIZ BV TAMBGEIZ LY, 20124
2 73 1 BT T PCP DB & ORI & LTk
M &7z, PCP OFIERIHI & L TORRIL,
PCP O5HE) A7 % H T 5 B CREIHRIZE 5
SNTWDEE, REIHIRED BE, PCP Ot
B3 % BHE) LR EN TV S,

2. GPA D EfF#IFEE

ST &#113, ANCA B#IN%E 4D 7 7> T GPA D'
AR e LG SNG 2 e 5. 1996 412
Stegeman 513 GPA (259 % ST &FIOFx G575, &
BIOLREREOFHRETFTH 2 e a8 L
720 L LIRS TIRBIRE R RIHZE OB REIE
ST BHIEEGHE L 79 v RECTHEEN L h o727,
ST &FIN X ) PR3 287 13 5 2Tl
s, BIEOHE M T Ny IRERE L GPA ORI
27BN E B L TW5b 2 DWW OhDif5EIC
ERENTED, 1 20HFHE LT, STEFNIZEX
HEMLT PR OREESEFRTIEZL LN T
%7 KDIGO O ERIE B %7 1 5 4 ¥ pauci-
immune focal and segmental necrotizing glomeru-
lonephritis DETIX, EXKEREDRH L EBEITH L
T, BREMEROMBELZE LTSTAEREZRELT
W59 MPA B X UZD1IH0EHE D RPGN 124
LT, ST &HOEMMERE L L Cof IR
XN Twiwv, DX ) RPGN OFF# L ST &
# & OBIEIZH S 2> Tld 2w,
3.STEROMBEBIVZFZIUANDEZELEIE

FDSEE

ST &#I? trimethoprim &2 L 7 F = > O RME
S E IR 5 DT, GFR OZL & 137 L T I

PLTF U ERT L0 H Y. ST AHIORH
P, FEFATOZAVEST I FETICL25DTH
O, BIWEHOZBIEEIZOWT, JEHIV BF IR
BHPPiRGTIE31%Y LG S Twh, ERER
WELTEAY) 7 AME, K M) Y AMER &72
TIENDHD.

@ RN

32 1E PubMed (¥ — 7 — F : trimethoprim-sulfa-
methoxazole or co-trimoxazole or pneumocystis
and ANCA or antineutrophil cytoplasmic or RPGN
or microscopic polyangiitis or Wegener) T1T- 7.
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